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Cnmcok cokpameHui
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TepMI/IHI)I H onpeacjJcHus

I'emoauanus — MeTO] BHEMOYEYHOTO OYHILEHUS KPOBU, BO BPEMS KOTOPOTO MPOUCXOAUT
ylajeHue U3 OpraHu3Ma TOKCUYECKHMX [MPOAYKTOB OOMEHa BEIIeCTB, HOpMallU3alus
HapymeHHﬁ BOAHOT'O U 3JICKTPOJIUTHOI'O GaﬂaHCOB, IIpu 3TOM OYHUUICHUC KPOBU OCYHICCTBJIACTCA
4yepe3 UCKYCCTBEHHYI0 MeMOpaHy ¢ MPUMEHEHHEM anmapara «MCKyCCTBEHHAs TOYKay.

MeTa0oan4yecknii KpU3 NMPONMUOHOBOI ANMAYPUH — KPUTHYECKOE, YIPOXKAIOIIEE KU3HU
COCTOSTHUE, CIPOBOLIMPOBAHHOE HEOIAronpusTHBIMU (pakTOopamu, oOyCIaBIMBAIOIIMMH YCUJICHHE
MponecCoB KJICTOYHOI'O KaTtaboiau3Ma ¢ HAKOIUICHHEM TOKCHYHBIX IMPOIMUOHOBLIX NPOU3BOJHBIX H
MIPOSIBJISIONIEECS: OCTPO BO3HUKIIEH HIIE(anonaTuend, MpuCcTylaMu pBOTHI, CYJI0POTaMHU.

IlepuToHeabHBIH IMAJIN3 - METOJ BHEMOUYECYHOIO OYMILIEHUS KPOBH, BO BPEMs KOTOPOTO
MPOUCXOIUT YAAJIEHUE U3 OpraHu3Ma TOKCHMYECKHX MPOIYKTOB OOMEHa BEIECTB, HOPMAaIU3alUs
Hap}IIHeHI/If/'I BOAHOI'O U 3JICKTPOJIUTHOI'O 6aﬂaHCOB, npru 3TOM OYHMIICHUC KPOBH IIPOHU3BOJUTCA 3a
CU4€T CMEHBI CHEIHMAJIbHBIX PACTBOPOB B OPIOIIHOM TMOJOCTH, a B Ka4eCTBE MEMOpaHBI BBICTYIIAET
OprolIMHA MalMeHTa.

IIpenaranbHasi OMATHOCTHMKA NPONMOHOBON AamWAeMHMHM — KOMIUIEKCHAs JOpOAOBast
JUAarHoCTHuKa C 1ICJIbIO BBIABICHUSA HpOHI/IOHOBOI\/'I Al aeMNU Ha CTaauu BHyTpI/IYTp06HOl"0 Pa3sBUTHA
MyTEM MOJIEKYJSIPHO-TEHETUUECKOT0 HMCCIIEIOBAaHUS OMONTaTa XOPHOHA M OMPEICICHUS MYyTalluu

COOTBCTCTBYIOLICTO I'CHA.
1. Kparkas nnpopmanus

1.1 Onpenesienue
[IporinoHoBast aumnemusi (auuaypusl) — TEHETHUYECKH TEeTEpOreHHOE HAacIeACTBEHHOE

3a0o0JeBaHNEe U3 TPYIIBl OPraHUYECKUX aluAeMui, 00ycloBiIeHHOe NehUIuToM nponuoHmI-KoA
KapOOKCHJIa3bl, YTO BeleT K OJOKMpOBaHMIO OOMEHa TMPOMUOHATOB HA YPOBHE Iepexojna
nponuoHun-KoA B Mertunmanonun-KoA u  HapymeHuo Meraboiu3Ma psjga aMHHOKHCIIOT
(u30NeNIH, BaJNH, TPEOHNUH, METHOHHH), )KUPHBIX KHUCIOT C HEYETHBIM YHCIIOM aTOMOB yIiepo/a
U XOJIECTEPHHA.

1.2 DTHOJOIrus U NATOreHe3
TI/IH HacCJICOOBAHUA IMAaTOJIOTUU - aYTOCOMHO-peHeCCHBHBIﬁ. BI;II[GJ'ISIIOT IBa TCHCTHUYCCKU

TCTECPOTCHHBIX, HO KIIMHUYCCKHU CXOJHBIX BapHaHTa HpOHHOHOBOfI


https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D1%8C
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81
https://ru.wikipedia.org/w/index.php?title=%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BB%D0%B8%D1%82%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%98%D1%81%D0%BA%D1%83%D1%81%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%B0%D1%8F_%D0%BF%D0%BE%D1%87%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D1%8C
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81
https://ru.wikipedia.org/w/index.php?title=%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BB%D0%B8%D1%82%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81&action=edit&redlink=1

aruaemun (tun I u tun II), oOycnoBiaeHHbIX aeduiuTom 6- win B-cyobeauHuI] mpomuoHuia-KoA
KapOOKCHIIa3bl, KOTOpasi Y4acTBYeT B MeTaboIM3Me H30JeHIMHA, BaIMHA, TPEOHHHA, METUOHUHA,
KUPHBIX KHUCJIOT C HEYETHBIM YHCIOM YIJIepoIHbIXx aTtoMoB u xonecrepuHa. ['en PCCA,
KOJAUPYIOIINNA aKTHBHOCTh (-CyOBEIMHUIIBI, JOKAIM30BaH HA JUIMHHOM IUIEYe XpPOMOCOMBI 13 -
13932, rer PCCB, kogupyrommii f-cyObeIuHUIlY - Ha JUTMHHOM ILIeYe XpOMOCcoMHI 3 - 3021-022.

Tumn HacnemoBaHMs TPU BCEX TEHETHUECKUX BapHaHTAaX — ayTOCOMHO-PEIECCUBHBIMN.

[TaTorenes 3a0oneBaHMs CXOJECH C MAaTOTCHE30M METHUIMAJOHOBOW aIllMIEMUH M CBSI3aH C
HAKOIIJICHUEM IPOM3BOIHBIX MPONMOHOBOM KHCIOTHI BCIEICTBHE OJIOKHPOBAaHUS OOMEHA HA yPOBHE
nepexona mnponuoHmwI-KoA B wMerwimanonun-KoA. IlpeamiecTBEeHHUKaMu TPONHOHATOB B
OpraHu3Me CIY)XKaT aMHHOKUCIOTHI HM30JICHIIUH, BaJWH, TPeOoHWH U MeTHOHUH (50% obmiero
KOJINYECTBA MPOIMOHATOB), YKUPHBIE KUCIOTHI C HEYETHBIM YHCIIOM aTOMOB YIJIepoJa M XOJECTEPHH
(25%); ocranbpHas YacTh MPOIMHMOHATOB OOpa3yeTcss B KUIICYHUKE B PE3yJbTaTe JCATCILHOCTH
sHIoreHHOU Quiopel. HakoruieHre opraHuveckux KUCIOT (TPONMOHOBOM, THAPOKCHUIIPOITMOHOBOMH,
METHJUIMMOHHOM KHCJIOT M JIp.) BEIET K TSDKEIOMY METa0OJMYECKOMY KETOAIMI03y, BTOPHUYHOU
TUIICPaMMOHUCMHH, TUIEPTINIIMHEMHUH, TUTOTIIMKEMUHU. [IOBBINICHHBIH YpPOBEHbh B KpPOBH H
BBICOKAsl TOYEYHAs OKCKPEUHs MPOIMUOHWIKAPHUTHHA OOYCIOBIMBAIOT MCTOIIEHHE 3aracoB
KapHUTHHA W €ro BTOPUYHBIN Aeguuur. CxemMa MeTabONHUECKUX HapYIICHWH, HAOII0AI0IUXCs
MIpU MIPOIMOHOBOM aruieMuu, npeacrasineHa B [Ipunoxxenuu 1.

1.3 DnuaeMuoJ0rus

3aboneBaHue BCTPEUAETCA B PA3NTHMYHBIX MOMYNISAIUAX. YacToTa cpelrd HOBOPOXKIEHHBIX B
crpanax EBpomer m CIIIA - 1:350000. B otnenpHbIX crpanax (Hamp., B CaynoBckod ApaBum)
yacrota gocturaet 1:2000. B Poccuiickoii @enepariu yactTota 3a00JIeBaHUS HE OMPE/IeNeHa.

1.4 Koaunposanue no MKbB-10
E71.1 - Ipyrue Buzabl HapyeHus: oOMeHa aMMHOKHCIIOT € Pa3BETBICHHOM LIETIBIO.

1.5 Kuaccupukanus

Beigenstor  gBa  TEeHETHYECKH TETePOreHHBIX  (KIMHUYECKH CXOJHBIX) BapHaHTa
npornuoHoBoi anuaemun - tun | (myramuum rema PCCA) u tun Il (myramum rena PCCB —
BcTpeuaroTcs yaiie). Kpome Toro, 3a0oseBanne uMeeT 1Be KIMHUYECKHE (JOPMBI B 3aBUCHIMOCTH OT
CPOKOB MaHH(ECTallMK W THKECTH TPOSBICHHMA, 4YTO, IO-BHJIMMOMY, CBSI3aHO CO CTEIICHBIO

MeTaboInYecKoro AedexTa — HeoHaTalbHas U MiajieHdeckas (MU Mo3HAs) GOPMBI.



1.6 IlpyMepnLI AMATHO30B
o Ilponuonosas ayudypus

o Ilponuonosas ayuoemusi

o Hapywenus 0bMeHa AMUHOKUCTIOM ¢ PA36EMBILEHHOU YeNnblo (NPONUOHOBAS. AYUOEMUSL)

2. lmarnocTuxka
Huaenocmuxa nponuoHno8ol ayudypuu 0CHOBAHA HA AHAU3E POOOCIOBHOU, OYeHKe OAHHBIX
AHAMHE3A, KIUHUYECKUX NPOSGIEeHUU, Pe3YIbmamax aHauu3a YPOoeHs AMUHOKUCIOM U30Jelyund,
BANUHA, MEMUOHUHA, MPEOHUHA, 2AUYUHA 6 KpPOBU, ONpedesieHUul COOepIlHCaHusi 6 Kposu
nponuonurkapuumuna (C3) u ceoboonoco kapuumuna (C0), noveunou 9KCKpeyuu opeaHuyecKux
Kucaom - 3-2u0pOKCUNPONUOHOBOU, MEMULIUMOHHOU, NPONUOHUI- U MULTUITUYUHA.

2.1 ’Kaj100LI 1 aHAMHE3

Psoma, Oeczuopamayus, omxaz om eObl, CHUICEHUE MACCbl Mend, 2eHepaIu3068aHHAs
MblUeYHAs 2UNOMOHUS, 2uneppequexcus, 6s10Cmb, COHAUBOCHb, KOMAMO3HblE COCMOAHUSA,
B03MOJICHbL CYOOPO2U (NPpU HeOHAMAIbHOU Gopme — 6 nepevle OHU JICU3HU, NPU MIAOEHUECKOl
Gopme - 6 nepgvle mecaywl sHcuznu). Jlemanvnocmo 6 pannem gozpacme 00xo0um 00 40%.

Memabonuueckue Kpusvl npu NPONUOHOBOU AUUOYPUU NPOSAGTAIOMC 6 GUOe OCMPO
B03HUKAIOWeEU dHYyedaronamuu U  HPUCIIVIOE  PBOMbL,  BO3MOJICHO  paszsumue  cyoopoe,
NPEKOMAMO3HbIX ~ COCMOSHUU,  NPeoCmasnaiowux cobotl  yepozy ocusnu. Kpuser  obviuno
NPOBOYUPYIOMCS PAZHBIMU HEOLAONPUAMHBIMU (aKmopam, Komopbvie 00YCI08IUBAIOM YCULEHUEe
nPOYeCcco8 KIemo4Ho2o Kamaboausma ¢ 06pazoeanuem moKCUYHbIX NPONUOHOBLIX NPOU3E0OHDIX.

2.2 ®uzuKajabHoe 00C/IeI0BAHNE
Obpawaem Ha cebs 6HUMaHUe CB0e0OPA3HOe JUYO OONbHLIX: 00Yymaosamvle UjeKu,

yeenuyeHHas 8epxuss 2yoa. [lemu omcmarom 6 Gu3uuecKom u NCUXOMOMOPHOM PA3GUMUU, YACTO
bonerom pecnupamopHulMU U HCeryOOYHO-KUUEUHbIMU UHGeKYyUOHHbIMU 3a00neeanusmu (00 80%
bonvnblx), y 1/2 nayuenmog HabOnwooaromces cyoopocu  (MOHUKO-KIOHUYecKue, aOCAHCbl,
Muoknonuu). Yacmule npossienus npORUOHOB0U ayudemul — IKCMpPAnUpamMuOHas CUMRMOMAMUKA,
UHCYTILIMONOOOOHBLE dNU300bL, OULAMAYUOHHAS UL Pedce 2unepmpoduyeckas Kapouomuonamus (y
20-30% nayuenmos), HapywieHus pumma cepoya, oCmpbvili NAHKpeamum, ampous 3pUmenbHsix
Hepsos (v 1/2), spumemamo3snviii Odepmamum (y 1/3). Vrazaunas cumnmomamuxa modiscem

Ooedromuposams 8  PA3IUYHOM  803pacme U He 6cec0a 00yClosieHa Memadoauueckoul



OdexomneHcayuel. Y 001bHbIX cmapuieco 603pacma npesarupyem YMCMEEHHAs OMCMmAloCmby,
MUKpoyeganus, pesucmeHmuas CUMAIMOMAMUYECKAs DNUNENCUsl, CHACMUYECKUll mempanapes,
IKCMPANUPAMUOHble HapyuleHus. Bo3modxcho pazeumue 6Hympuiepentuix KposoUusIusHUIL.
Pannumu npusnakamu memabonuueckoeo Kpusa AGIAIMCS 610CMb, COHAUBOCMb UNU
pasopasicumenbHoCmy, omKkas om eovl, peoma. Heeponocuueckue paccmpoiicmea npozpeccupyrom
8NI0Mb 00 CMYNOpPA UMY KOMbl, 00YCIO6IUBAS BLICOKYIO JlemalbHOCmb. Tadcecms cocmosanus,
2NIABHBIM 00PA30M, ONPEOeNAenCsl GbIPANCEHHLIM Memabonudeckum Kemoayuoozom. Kpome moeo,
yacmo ommeuaemcs 2UNePaAmMMOHUEMUS, SUNO2TUKEMUS, 00€360HCUBAHUE, UHO20A UNEPSIUKEMUSL.

2.3 JIaGopaTopHAas TMATHOCTHKA

e PeKOMEH/IOBAaHO  TPOBEACHHWE TaHAEMHOH  Macc-criektpomerpun  (MC/MC), s
onpezaeneHus: cojnepxkanus mnponuoHuwnkapautuHa (C3), cBobognoro kapuutuna (CO0),
[JIUIMHA B KPOBH;  KOJIMYECTBEHHOTO  OMNpPENENICHUS  3-THAPOKCUIIPOIHOHOBOIA,
METHJUTMMOHHOM, 3-THIPOKCH-N-BaJiepuaHoBO# KucIoT B Moye [1,7,8].

(Cuna pekomenaanuii A; 10CTOBEpPHOCTD A0Ka3aTeabCeTB 1)
KommenTapum: o6credosanuro na nponuoHogyio ayuodypuio noonexcam cieoyiouue epynnol
oemeli:

O Oemu 11006020 803pacma u3 cemell, UMeWUx OOIbHLIX ¢ OAHHLIM 3abonesanuem (8
nepeyio ouepedb, bpamvs u cecmpuvl O0IbHO20);

O Oemu nepevix Heoelb U MeCAYes HCU3HU, Y KOMOPbIX NOCie HeKOmMOopo20 nepuood
(uHO20a OUeHb KOPOMKO20, 8 MeYeHUe HECKOAbKUX CYMOK) YO08I1emEOPUMeENbHO20
COCMOAHUSL NOABUTUCH PBOMA, OMKA3 OM eobl, Jemapeus, SUNOMOHUs, CyOopozu,
KoM, MemaboIudecKuti ayudo3s, KemoHypus,

O Odemu 1106020 803pacma ¢ NOGMOPHLIMU NPUCTYNAMU PEOMbL, 8AN0CMIU, COHIUBOCMU,
2UNOMOHUU, KEMOAYUOO03d,

O Odemu, omcmarowue 6 NCUXOMOMOPHOM pA36UmMuu, ¢ SNULencuell, Hapyulenuem
MbIUEYHO20 MOHYCA, UHCYIbIMONOOOOHBIMU COCMOSHUAMU, Kapouomuonamuetl,
HapyweHuamu pumma cepoya, 0CmpoiM NAHKPeamumom.

B nnazme Kkposu (unu 6 nAMHAX 6bICYUEHHOU KPOBU) BbIAGIAIOM KOHYEHMPAYUo
AMUHOKUCTIOM U AYUIKAPHUMUHOS  NPU NPONUOHOBOU ayudypuu HabIo0aemcs nogbluueHue
Konyeumpayuu nponuonunkaprumuna (C3), Huzkoe coodepoicanue c80000H020 KAPHUMUHA

(C0), nosviuenue coomunowenuss C3/C0O u C3/C2. Yposenv uzoneiiyuna, eanuna,
8



MEMUOHUHA U MPEOHUHA 8 KPOBU V DONbHBIX MONCEM HAXOOUMbCS 8 npedesax HOpMbl, Ymo
He No360/1Aem HA OCHOBAHUU AHAIU3A AMUHOKUCIOM NOOMEEepOUmy UIU UCKIIOYUMD
3abonesanue. Y mno2ux nayuenmoe noguvluier ypogens cauyuna. OOHaKo 2mo He A61sAemcs
cneyuuunbiM U HabOO0aemcs npu  Opyeux HAcleOCMEeHHbIX HAPYUleHUsx O0OMeHa
gewecms.

Memooamu TMC, a makoice 2az060u Xpomamozpaguu macc-cnekmpomempuu 8 moye
nayuenmos 8bIABNAIOM nosvlueHue KOHYeHmpayuu 3-2UOpOKCUNPONUOHOBOU,
MEMUIIUMOHHOU, 3-2uopokcu-N-eanepuanosou xuciom. Ilpu smom He HabM0Oaemcs

NOBbIULEHHO20 YPOBHA MEMUIMAIOHOBOU KUCTOMbL.

Jlnsg  TOATBEPXKIACHHS  JUWArHo3a W MEIMKO-TEHETHYECKOTO  KOHCYJIbTHPOBAHHS
PEKOMEHIOBAaHO  MPOBOAUTH  MOJICKYISIPHO-TCHETHYECKOE  HCCIICAOBAaHHE C  IIEJIbIO
BeisiBiieHUs myTanuii B renax PCCA, PCCB [1,7,8].

(Cuna pekomenaanuii A; 10CTOBepPHOCTD A0Ka3aTebCeTB 1)

PekoMeHn0BaHO TIpOBECTHM OLIEHKY YypoBHS PH KpoBu, CBOOOJHOrO KapHUTHHA,
MPONMUOHWIKAPHUTHHA B KPOBH, SKCKPEIHMH 3-THJIPOKCUIIPONHMOHOBON, METHJIIMUMOHHOMN
KHCJIOT ¥ KETOHOBBIX TeJI MPHU MOI03PEHUH Ha Pa3BUTHE KETOAIMI0THYECKOro kpusa [1,7,8]..
(Cuna pexomenaanuii B; nocroBepHocts qoka3zarenncts I1)

Kommenrapu: 1abopamoprvimu npedgecmHukamy pasgumus Kemoayuoomuyecko2o Kpusa
cnyscam meHmoeHyuss K cHudcenuro pH kpoeu, Oepuyumy ocHoeanull, ymeHvuieHue
cooepaicanusi c60000HO20 KAPHUMUHA, HAPACMAHUE YPOBHS NPONUOHUIKAPHUMUHA 8 KPOBU,

noveynou

2.4 UHCTPpYMEHTAJILHAS AUATHOCTHKA

PekoMen10BaHO TMpOBeEHHE KOMIBIOTEPHOW W MarHUTHO-PE30HAHCHOW ToMorpaduu ajs
BBISIBIICHUSI KOPTUKAIbHOM arpoduu, pacuMpeHHst JKeTyJAO4YKOB MO3ra, 3aJep>KKU
MUEIMHU3AIMH, TOBBIIIEHUS] MHTEHCUBHOCTH CUTHANA B 00J1acTH 6a3ajabHBIX raHrueB B T2-
B3BelIeHHOM n300paxenu [1,5,10].

(Cuna pexomenaauuu B; ypoBeHnb yoeauTesbHOCTH J0Ka3aTeabeTB 1)



PexomennoBano IIPOBEJICHUE peHTreHorpapuu OpraHoB IpyJIHOM KJIETKH,
anekrpokapaunorpaduu (IKI), sxokapaunorpaduu (OxoKI'), yinpTpasByKoBOEe HUCCICIOBAHKE
(Y3U) opraHoB OprOIIHOM MOJOCTH U MOYEK, OQTATLMOCKOITUS POBOAATCS 10 MOKA3aHUSIM
[1,5,10].

(Cuna pexkomennanuu C; ypoBeHb YOeIHTEILHOCTH 10Ka3aTeabCTB |1)

2.5 UHast AMAarHOCTHKA

KOHchIbTaTI/IBHaSI InmoMonp CrneuuaaruCTOB IMallMCHTaAM C MOAO3PCHUCM Ha IMPOIMMOHOBYHO

AlMUAYPUIO PCKOMCHAYCTCS 110 ITIOKA3aHUAM.

PexomenayeTcst KOHCYabTanus cuxonesposiora [1, 5, 6, 8, 9, 10].
(Cuna pexomenaanmii C; 1ocToBepHOCTH J0Ka3aTeabeTB 1)
KommenTapuu: neobxoouma ecem oemsam c¢ IIA Ons ymounenus msajicecmu NOpadsCceHus.

L[HC u onpedenenuss maxmuku ie4yebHO- peadbunumayuoHHbIX MEPONPUIMULL.

Pexomenyercst KoHCynbTanus querosora [1,5,6,8,10].
(Cuna pexomenaanuii B; nocroBepnoctp nokazarenbers II)
KommenTapuu: wneodoxoouma ecem oemsm c¢ IIA 0Ona nazmauenus namozeHemuyecKkolul

ouemomepanuiu.

Pexomenayercst KoHcyabTanus opronena [1,5,6,8,10].
(Cunaa pekomenaanuii C; 10cToBepHOCTH J0Ka3aTeabCeTB 1)

KommenTapuu: noxasana npu nooo3penuu na naiudue y pebenka cKeiemuo namoio2uu.

Pexomenyercst KOHCybTanMs Bpaya-reneruka [1,5,6,8,10].
(Cuna pekomenganuii C; 10cTOBepHOCTH J0Ka3aTeabeTB I1)

KOMMCHTapHI/I: noKa3aHa cembim, umeroujum pOdCWlGéHHuKOG cllA

Pexomenayercst KoncyabTanus odraiasmonora [1,5,6,8,10].
(Cuna pekomengauuii C; 10cTOBepHOCTDH JoKa3aTeabCcTB 1)

KommenTapuu: nokasana npu nooo3penuu y pebenka namonio2uu opeana 3peHus.

Pexomenayercst KoHCyabTanus kapauosora [1,5,6,8,10].

(Cuna pexomenaanuii C; 10cTOBepHOCTH J0Ka3aTeabCeTB 1)
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KommenTapuu: nokasana npu noodospenuu y pebeHka namono2uu cepoedHo-cocyOuUcmotr

cucnemysl

e Pexomenayercst KOHCyIbTalus remarojora [1,5,6,8,10].
(Cuana pexomenaanuii C; 10cTOBepHOCTH J0Ka3aTeabCeTB 1)

KommenTapuu: noxasana npu usmeneHuu ghpopmyivl Kposu

e PekoMmenayercst KOHCyNbTalus ajuieprosora [1,5,6,8,10].
(Cuna pexomenaanuii C; 10cToBepHOCTH J0Ka3aTeabCTB 1)
KommenTapuu: nokasauna npu Hanuuuu y pedenka KIUHUYECKUX NPUHAKO8 AJLIepeUdecKuUx

3ab01e6aHUl.

e PexomeHyeTcst KOHCYJIbTAIUS ICHX0JI0Ta U Joroneaa-aedexrosora [1,6,8,11].
(Cuna pexomenaanuii C; 10cTOBepHOCTD A0Ka3aTebeTB 1)
KommenTapuu: noxasana 018 niaHuUpo8anus UHOUBUOYAILHOU peadUuIumayuoOHHOU
NpOCPAMMBL NCUXOJIO20-NE0A20SUYECKOU NOOOEPAHCKU DOJIbHBIM Oemell U UX CEMbSIM.

2.6. lnddepeHunanbHas IMATHOCTHKA
IIpogooumcs ¢ 2unoKcuyecKUMU NOPANCEHUAMU HEPEHOU CUCMEMbl, GHYMPUYMPOOHbIMU

MHQbeKl{uﬂMu, NnOCMEBAKYUHAJIbHBIMU  OCIIOAHCHEHUAMU, CAXAPHbIM ouabemom (npu 8bli6/leHUU
2unep2ﬂul<e/uuu), HACIe0CmMEeHHbIMU Hapyweruimu obmena eeuecmes, 6 dacmHocmu C ()pyzwvzu

Gopmamu opearnureckux ayuoyputi u ¢ oeghekmamu yuxkia cunmesa modesunst [1,5.6,8].

3. J/leuenune

Cmpamezuﬂ JleyeHUA 60Jleblx 3aKjandaemcsa 6 CHUMCEHUU 06p6130661Hu}Z nponuoHamoe,
npe()ynpeofcdeﬁuu paseumust Kemoauudow, cunepammonuemu, MmoKCuU4eCKoco nopasiCeHusl MKCZHQIZ
2O0JI06HO20 M0324 U 6HYMPEHHUX OpP2AHOB C o6ecneueyuem npoyeccos ClHa60Jlu3MCl, HOPMAJIbHO20
pocma u HympumueHoco cmamyca c)emeﬁ. OCHOGHbZMu KOMANOHEHMAMU KOMNJIEKCHO20 Jlie4eHUA
60]1be1)€ cryasrcam Maﬂ06€ﬂ7<‘06€l}l ()uema, cneyuaitusupoearnnsle I’lpOOmebl 683 namoeeHemuiyecKu
SHAYUMbBLX aMUuHoOKuciaom, npenapamol Jle6OKApHUmuHa, 6u0muHa (6‘ Cydasix, K‘OZOLZ
noomeepaicoaemcs 4y8cmeumenbHocms K ouomuny). Tepanuio OOnoaHAOM HA3HAYEHUeM 2TUYUHA,

AHMUOAKMEPUATIbHBIX NPEenapamos, opyaux eumamunos zpynnel B (muamun™ (Koo ATX: A11DA),
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nupuookcun™ (Koo ATX: AIIHA) ons e6/m 66edenus), no NOKA3GHUAM — HA3HAYAION

AHMUKOHBY/IbCARNMbL, cumnmomamudecKue cpedcmea.

3.1 KouncepBaTuBHOE JIeUeHHE

Juemomepanus

L4 PCKOMCHZ[OBEIHO MMPOBCACHUC AUCTUYCCKOTO JICUCHUS, KOTOPOC HAYUMHAIOT IMIPU NOAO3PCHUN

Ha HACJICACTBCHHOC HAPYIICHHWEC aMHWHOKHUCIOTHOI'O oOmeHa Cpa3y mocCJi€ B3ATHUA aHAJIM30B,

HE I0KUasiCh X pe3ynbraTos [1,5,6,8,10].

(Cuiia pekomMeHIalUU A; YpPOBeHb YOeIUTEIbLHOCTH 10KA3aTeJbCTB |)

e PekoMeH0BaHO OTrpaHU4uTb IOCTYIIJICHUC Oenka (I[O MOJIy4YCHHA  pCE3yJIbTATOB,

IMOATBCPIKAAOIITNX META00INYECKOE 3360J’IeBaHI/Ie)Z JJIA I[eTeﬁ MEpBOro MOJYroaus XKU3Hu —

rpyaHo€ BCKAapMIIMBAHUC WJIM BCKApMJIMBAHHUEC ACTCKHUMHU MOJIOYHBIMU CMCCSIMU C HU3KHM

conepxanueM oOenka (1,2 -1,3 /100 M BoccTaHOBIIEHHOTO MpoAyKTa). s neteii crapuie 6

MECALICB - HCKIIFOUCHUEC BBICOKO6€J'IKOBBIX IMPOAYKTOB (MSICO, TBOPOT, pL16a) H3 paluoHa
[1,5,6,8,10].

(Cuna pekomMeHaanuu A; ypoBeHb YOeIUTEIbHOCTH 10KA3aTeJIbCTB |)

Kommenrapuu: Ilocre nodmeepofcaeﬁuﬂ OuacHO3a MAKMuUKa JIe4eHUus OCHO8AHA HA

Ce0yroWUx NPUHYUNAX

o

OcpanuyeHue NOCMyNIeHuUs U30NeUYUHA, BATUHA, MPEOHUHA U MEMUOHUHA C nuwell 00
MUHUMATLHOU NOMPEOHOCIU,

obecneuenue  Quzuonocuyeckol  nompedHocmu 6  Opyeux — aAMUHOKUCIOMAX U
HeoOX00UMbIX —~ HYmMpueHmax Oisi  NpedynpexlcoeHus Uux HeOOCMAmo4HOCmU U
HO00ePAUCAHUS AHADOIUIMA,

ocpanuyeHue nompedIeHUs. HCUPHBIX KUCTIOM C HEUeMHbIM YUCIOM AMOMO8 Yenepood u
xXonecmepuHa,

HA3HAYeHUue NeGOKAPHUMUHA U 2SAUYUHA™ Ol YCULeHUs CEA3bI6AHUS MOKCUUHO2O0
NPONUOHUN-PAOUKANA;

KOppeKyusl 6MOPUYHOU KAPHUMUHOBOU HeOOCMAMOYHOCIU,

Koghaxmopuas mepanusi OUOMUHOM;

UCKJIlo4erHue ZOJZOOCZHM}I, npedynpeofcaeﬂue akmusayuu npoyeccoe Kama60ﬂu3Ma;
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O  KOHMPOMUPOBAaHUe  KUCIOMHO-OCHOBHO20 — COCMOSIHUA — KPOBU, — NPe0omepaujeHue
passumus ayuoosd, no00epIacarue 600H020 balanca;
O ycunenue

O mepanuu 6 nepuod Memaboiuuecko2o Kpusa.

e PexkoMeH/I0BaHO CTPOroe orpaHMYCHUE Oellka HATYPalIbHBIX MUMICBBIX MPOAYKTOB C LEIbIO
CBEICHHS K HEOOXOJMMOMY MUHHMYMY ITOCTYIUICHHE B OPraHW3M aMHHOKHUCIIOT METHOHHHA,
TPEOHHMHA, BaJMHA, H30JielIuHA. [ JeTedl MepBOro MONYroAWsl JXH3HU OrpaHUYCHHE
pacIpoCTpaHsIeTcss Ha MaTePHHCKOE MOJIOKO WJIM JETCKHE MOJOYHBIC WM COCBBIC CMECH,
JUIs IeTedl BTOPOTO TMOJYrO/Msl >KU3HM — 3alpeT Ha BBEJCHUEC B KAueCTBE MPHKOPMaA
BBICOKOOCIIKOBBIX IPOAYKTOB (Msica, pbIObI, TBOPOTa, SIHILI, MOJIOYHBIX MPOIYKTOB, O0OOBBIX
U T.J1.), JUIA DalUEeHTOB CTaplie OJHOTO rojia — CTPOTHE OTPAaHUYCHHs B HCIIOJIb30BaHUU
BBICOKOOEJIKOBBIX MpoaykToB [1, 4, 10,11]

(Cuna pexomenganun C; ypoBeHb YOeIUTEIbHOCTH 10Ka3aTeJbCTB 1)

e PekoMeH10BaHO obsi3aTepHas KOMITCHCAIIHS nepunura  Oeaka  3a CUET
CTCIIMATM3UPOBAHHBIX CMECEH Ha OCHOBE aMHHOKHCIIOT, COOTBETCTBYIOIIMX BO3PACTHBIM
MOTPeOHOCTSAM peOeHKa B OCHOBHBIX IMUINEBBIX BEIIECTBAX M DHEPTHH, HO HE COACPKAIIUX
METHOHHH, TPEOHUH, BaJUH, U30JICUIIMH. B Hauane neueHus U B mepuoa MeTabOIMYECKUX
Kpu30B B TeueHue 24 — 72 gacoB (He Oosiee!) MCIOIB30BATh TOJBKO CIICIIHAIU3UPOBAHHYIO
cMmech amuHOKHKCOT [1, 4, 10,11].

(Cuna pexomenaanuu C; ypoBeHb YOeIUTEILHOCTH J0Ka3aTeabcTB |1)

e C 1enbi0 ToJIepKaHus MPOIECCOB aHAOOM3Ma W TPEIOTBPAICHHUS Pa3BUTHS TPOIECCOB
Karabolu3Ma pPEKOMEHJOBAaHO OO0ECTeueHUEe JIOCTATOYHON OSHEPreTUYeCKOW IIeHHOCTH
pairoHa B OCHOBHOM 3a cueT yrieBosos [1,2,10].

(Cunia pexomMeHaanMu A; ypoBeHb YOeIUTEIbHOCTH 10KA3aTeJIbCTB |)

e PEKOMEH/I0BAaHO OrpaHMuYeHUE KBOTHI KUPOB 10 50-60% OT BO3pacTHBIX CYTOYHBIX
notpebHocTel BO n30exkaHne HAKOTIEHUS TPONMOHOBOM KHUCIIOTHI - MMPOJIYKTa B-OKUCICHUS

KHUPHBIX KHCJIIOT C HEYCTHBIM YHCIIOM AaTOMOB YIJI€po/Ja. B kxauectBe mMCTOUYHHMKA KHpa
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IPEINOYTUTENIbHEE UCII0Ib30BATh PACTUTENBHBIE Macia, COAEPKAIMe OIMHEHACHIIIIEHHbIE
’KHPHBIC KUCIIOTHI (ParicoBOE, JILHSHOE, OJIMBKOBOE, TTOICOIHEeYHOE U 1p.) [1, 4, 10,11].

(Cuna pexomenaanuu C; ypoBeHb YOeTHTEIbHOCTH J0Ka3aTeJbCTB |1)

PexomenoBaHo oOecclieyeHrne MAIMEeHTa JAOCTaTOYHBIM KOJMYECTBOM KMakoctu [1, 4,
10,11].

(Cuna pexomenaanuu C; ypoBeHb YOeIHTEIbHOCTH J0Ka3aTeJbCTB 1)

PekomennoBano npoOHOe KOpMmileHHE 0€3 JUIMTENbHbIX HOYHBIX IEPEPHIBOB BO M30ekaHHE
TOJIOZIaHUsI, OCOOCHHO Yy JIeTeil TPyIHOTO W paHHEro Bo3pacTa (IMepephiB  MEXIY
KOpMJICHHSIMH, BKJIOYasi HOUHbIE, He Oonee 3 wacos) [1, 4, 10,11].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTEIbHOCTH JI0Ka3aTeabeTB 1)

B MeXnpucTymHBIN MepHo PEKOMEHIOBAHO OCYIICCTBIIATh TUETOTEPAITHIO B COOTBETCTBHH
C BhILIICONMCAaHHbIMU TipuHIMNamu [1, 4, 10,11].
(Cuna pexomenaanuu C; ypoBeHb YoeIUTEIbHOCTH J0Ka3aTeabeTB 1)

KommeHTapuu: obwuili 6enok JneuebHO020 payuoHa paccyumvléaemcs UCX00s U3

go3pacmuvix nompebHocmeu pebdeunka (Ilpunosxcenue 12), a makdxce ¢ yuyemom

moaepanmuocmy nayuenma K OenKy 6 3a8UcUMocmu Om @opmbl U MA}CECMU MedeHUs]

sabonesanus [1,4]:

O Keoma 0OenKka HaAmMypaibHblX NPOOYKMO8 HA3HAYAEMCA C Y4emom MUHUMATbHOU
NOMpeoHOCmU 68 NAMOSEHEMUYECKU —3HAYUMBIX  AMUHOKUCIOMAX — MemUuoHUHe,
mpeonune, sarune, usoneuyune (Ilpunosxcenue I'3);

O ¢ yenvlo KommeHcayuu Oeduyuma OeiKa UCHONLIVIOMCA CReYuaru3upo8aHHble
NPOOYKMbl HA OCHOBE AMUHOKUCIIOM 0e3 MemuoHUuHa, MpeoHuHd, 6AIUHA, U30JIeUYUHA

(IIpunoorcenue I'3).

PexoMeH10BaHO IIOJIB30BAThCSI OTHUMHM CIIpaBOYHBIMU MATCpUaJIlaMH 110 XUMHYCCKOMY

COCTaBy INPOAYKTOB, TAK KaK B PA3HbIX CHPABOYHHKAX HJAHHBIC MOTYT OTJINYAaTbCA [1, 4,
10,11].

(Cuna pexomenaauuu C; ypoBeHb YoeAUTEILHOCTH ToKa3aTeabCTB 1)
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KommenTtapuu: g Ilpunosicenue I'4 npedcmasnen cymounwlil HAOOp nPoOyKkmos 0iisi oemell
OOUIKOTILHO20 803PACMA C NPONUOHOBOU AyUdeMuel.

Meoukamenmosnoe neuerue.

PekoMengoBaHo mpoBeneHue  NPOOHOTO  JieueHUss  OWOTMHOM  JUISL  BBISIBJICHHS
YyBCTBUTEIBHOCTH K 3TOMY KO(MAKTOpy NpHU YCTAHOBJICHHOM JIMAarHO3€ MPOMUOHOBOMN
armmaemun [1, 4, 10,11].

(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)

KommenTapuu: 6 nepuod npodonoco neuenus 6 meueHue 08yX Heldelb HAZHAUAIOM KYPC
ouomuna 6 0oze 1-2 me/cym noo Koumponem Ypo6Hs NPONUOHUIKAPHUMUHA 6 KPOBU U
9KCKpeyuu  3-2UOPOKCUNPONUOHOBOU, — MeMmUIIUMOHHOU  kuciom.  CHudiceHue  3mux
nokaszameinei ceuoemenIbCmeyen o YyeCmeumenbHocmu K ouomuwny. B makom cuyuae

npoooaNCaAOM KOPaAKmopHyro mepanuro, 003a OUOMUHA 0ObIYHO COCMAgasAem 5 me/cym.

PexomennoBano HazHaueHue Oonbimx 103 L-popm kapHUTHHA (JICBOKAPHUTHHA) C ILEIBIO
VCWJICHUS  CBSI3BIBAHHSI TPONHOHOBOTO  pagvikaia ©W JIMKBUJAWKW  KAPHUTHHOBOMN
HeJ0CcTaTouyHOCTH OonbHbIM [1, 4, 10,11].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTeIbHOCTH J0Ka3aTeabeTB |1)

Kommentapuu: demu paunnezo 6o3pacma nonyyaiom nesoxkapnumun uz paciema 100-150
Me/ke maccvt mena 8 cymku 3a 2-3 npuema, oemu 6onee cmapuweco eospacma - 60-80
me/ke/cym.  Cymounasi 0o03a He O0oJdicHA npesviwams 3 2. Tepanus nposooumcs

npakmu4yecKu Henpepol6HO.

PexoMenioBaHo Ha3HaYeHUE aHTHOAKTepUanbHO Tepanuu [1, 4, 10,11].

(Cuna pexomenaanun C; ypoBeHb YoeIUTEIbHOCTH J0Ka3aTeabCTB 1)

Kommenrtapuu: yuumevigas, umo okono 25% nponuonamos obpasyomcs noo GiusiHuem
HCU3HEOESIMENbHOCTIU  KUUEYHOU MUKPOOUOMbL, OONOIHUMENbHLIM CHOCOOOM KOPPeKyuu
obmena s6nsemcs aHMUOAKmMepualbhas mepanusi ¢ Yeiblo HOOAGIEHUs AKMUGHOCU
NAMO2EHHbIX U YCIOBHO — NAMO2EHHLIX — MUKpoopeanusmos.  Haszwauaiom — Kypcwl

& 0o3e

JiC, 8K « 4 HC,
amnuyuniuna”™ """ @ gospacmuoli 0oze ¢ meuenue 8-10 Ownell unu mMempoHudazon
10-15 me/ke/cym 6 meuenue 10-14 Omeii; uepe3 3-4 Hedenu Kypc npu HeodXooumocmu

nosmopsom.

15



e PeKOMEH/IOBAaHO TMPUMEHEHUE TIUIMHA, KOTOPBIH, MOJO0OHO KapHHUTHUHY, oOJagaet
CIIOCOOHOCTHIO KOHBIOTMPOBATH MPOU3BOAHBIC Oprannyeckux kuciot [1, 4, 10,11].
(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)
Kommenrapuu. Cymounas o0oza eauyuna cocmasnsiem 300-600 me/cym 6 meuenue
OUmMenbHo20 8pemeHu (4-6 mec.), maxoice HA3HAYAOM U3OJEUYUH U BATUH NPU UX HUZKUX

Konyenmpayusx 6 kposu (nuosice 100-10 mxmonv/n).

e PEKOMEH/IOBAaHO 10 TIOKa3aHUSIM  AHTHKOHBYJIBCAHTHI, HOOTPOIIBI, BUTAMHHBI U
BUTAaMHHOMMHEPAJIbHBIE KOMILIEKCHI B BO3PACTHBIX J03upoBKax [1, 4, 10,11].
(Cuna pexkomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)
KommenTapuu. V 6onvnbix ¢ cumnmomamuueckoui snunencuei uiu usmerenuamu Ha 397
HOOMPONHblE Npenapamvl HAZHAYAION C OCMOPONCHOCHbBIO 60 U30eHCaHue nposoKayuu
NUNENMUYECKUX NPUCTYNOS.

3.2. Jleyenue gereil B mepuoa MeTadoIH4ecKOro Kpusa

Ilpu yepose unu 6 ciyyae pazsumusi MemadoOIUYecKo20 Kpusa jeuerue 00INCHO HAYUHAMbCS
He3aMeONUMenbHO.

Jleuebuvie Mmeponpusmusi HaAnNpaeieHvl HA NpeKpaujeHue 00pa308aHusi U HAKONIEHUS.
MOKCUYHBIX OP2AHUYECKUX COCOUHEHULL U 8bleedeHUe UX U3 opeanusma. Taxmuka neyenusi demeil 6
nepuoo Kpu3a GKIoYAen KOPPeKyuo Ouemomepanuu, akmusayuio Ces3ul8anusi HAKAnIu8arOWUuxcsi
OpeaHU4ecKux  KUCiom — nymem  VCUNeHUs  MeOUKAMEHMO3HOU  mepanuu,  KOPPeKyuro
Memabonuueckoeo  ayudosd, — SUNePaMMOHUEeMUU U B0OHO-INEKMPOJUMHBIX — HAPYULeHULl,
00NnoIHUMeNbHOe —88e0eHUe  2NH0K03bl Ol IHEeP2emuyeckol  No00epi’CKU U YMeHblUeHUs
UHMEHCUBHOCMU NPOYECCO8 KamaboIu3Ma.

Meoukamenmosnas mepanus 6 nepuoo MemabdoIuyecKo20 Kpus3a HanpasieHa Ha aKmueayuo
CB513b168AHUSL HAKANaIuBaoWuxcs OpeaHudeckux  KUciom, npedomsepaujenie ocmpoi

cunepammonuemuu, Kemoauudos*a, KOPpPpEKYUw cunociuKkemuu (6’ peOKux Cydasix 21/ll’l€p2ﬂuK€M1/l1/l)

[1,5,6].

e PeKOMEHI0BaHA OKCTPEHHAas TIOCHUTAIM3ALUA M HE3aMEMJIUTEIbHOE  IIPOBEICHUE
MHTEHCHBHOW TEepanuy MpH yrpo3e WM B Clydae pa3BUTHS MeTabonudeckoro kpusa [1, 4,
10,11].

(Cuna pexomenaanun C; ypoBeHb YoeIUTEIbHOCTH J0Ka3aTeabCTB 1)
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Kommenrapumu: ¢paxmopul, cnocobnvie cnposoyuposams memadoaudeckKuil Kpus:

O npuem RNuWesvblx OEIKO8 U HCUPO8 6 KOIUudecmee, Npesblluaioujem moaepaHmHoCmy
opeanuzma 001bHO20 pebeHKa,

O HedoedaHue, HU3KAA KALOPUTIHOCTb PAYUOHA,

O UHMEPKYPPEHMHble DPeCNUpamopHvie UIU  JHCeTYOOYHO-KUUeUHble UHMDEKYUOHHbIE
3ab01e6aHUsL;

O B8aKyuHayus,

O @usuuecKkas unu NCUXOIMOYUOHANbHASL HACPY3KA,

O XupypeudecKue emeuiamelbCened.

e PeKOMEHIOBAHO MEPEBECTH peOCHKA HA TUTAHUE UCKIFOUUTEIIEHO CMEChI0 aMHHOKHCIIOT 0e3
M30JICHIIMHA, METHOHKMHA, TPDEOHMHA U BaJlMHa, HO He Oojiee yeM Ha 24-72 gaca [1, 4, 10,11].
(Cuna pexomenaanuu C; ypoBeHb YoeUTEIbHOCTH J0Ka3aTeabeTB 1)

KommenTapuu: npu nanuuuu cpvleusanuii, peomsi, 0mKasa om eobl — KOpMJeHUue depes
HazoeacmpanbHulll 30HO0 uau 2acmpocmomy. Cobnodams pexcum OpPOOHLIX U UYACMBIX
KOPMAEHUIL C NPOMENCYMKAMU MeAHCOY KOpMAeHUsmu 2-3 uaca, 603MOINCHO HENpepbleHOe
KaneibHoe CKAPMAUBAHUe Yepes UH@y3omam uiu obecneueHue HOYHOU SUnepalumMenmayuu
C UCNONb308AHUEM CNEYUATbHOU NOMNbL 07l NOCMOAHHO20 88€0eHUs NUMAHU, 2NI0KO3b,

MATbMOOEKCMPUHA U OPY2UX PACMBOPO8

e PeKOMEH/1I0BaHO CHU3UTH NMOTpeOIeHne O0IIEero MUIIEBOro Oeaka, HO He HUKe 0€3011acHOTro
YPOBHS IIPH 3TOM 00ECTIEYNTh BHICOKOKaTOpuitHOe mutanue (tadbauna 1) [1, 4, 10,11].
(Cuna pexkomenaanuu C; ypoBeHb YoeIUTeIbHOCTH J0Ka3aTeabeTB |1)

Kommenrapuu: suepeoyennocms nuwu u 6600MOU IHCUOKOCMIU NOBLIUAIOM 3d CYEm
ucnoavsosanus  5-10%  dexcmposvl™  (2110KO3blL),  2MOKO30NOIUMEPHBIX — PACMEOPOS
(Manbmooekcmpum) 6 OONOIHeHUe K CMeCU Ha OCHO8e AMUHOKUCIOM, paciem npousoo0umcs
ucxo0s uz kanoputinocmu 1 2 yenesooos = 4 kxan, 1 2 manbmooexcmpura npupagHusaemcs
K 1 2 yeneeooos. Bozmoowcno napenmepanvHoe esedenue yeneeooos (5-10% eniokoswl), a

makaice IUnuoos 0o 1 e/ke/cymku;

e PexomeHmoBaHO dYepe3 24-72 daca OT Hayala JICUYEHHUS TMOCTETICHHO BBOJIUTH TPOMYKTHI,

cojepiKaIie HaTypaabHbIH Oenok [1, 4, 5, 10,11].
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(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)

KommeHnTapuu: oOerku goosmcs uz pacuema % HeoOX00UMO020 CYmMOuYHO20 00veMa — 8
nepeviii 0eHv, 7> - Ha 2-3-1i Oenv, V4 - 3-4-ii denv, danee 8 noaHom odwveme. McmouHuUKoOM
Hamypanvho2o b6enxa 07 Oemell Nepevix WeCmu MecAyesd HCU3HU ABNAeMCs MAMEPUHCKoe
MOJIOKO/OemCKas MOJIOYHASL CMeCb, O/l O0emell 8Mmopoco NOAY200Usl JHCUBHU — MAKICe
onsi Odemetl cmapuie 2004 - HU3KOOEIKO8ble

HU3K0benKogvle NpPOOYKMbl NPUKOPMA,

(kpynel, @pyxmot, macna) u

cneyuanusupoearHnvle l’lpanKn’Ibl HA OCHO6€ Kpaxmaioes,

Hamypanivhvle  NPOOyKmbl ogowu, pacmumenvHvle

e JIns nmoanep:KaHusi COOTBETCTBYIOUIEH IHEPTETUUECKOW LIEHHOCTH PAIlMOHA PEKOMEHJI0BAHO
MIPOJOJIKATh UCIIONb30BATh MAIbTOIEKCTPHH, a TAK)KE HU3KOOCIKOBBIC MTPOJYKTHI HA OCHOBE
KpaxMazja.

(Cuna pexomenaanuu C; ypoBeHb YoeUTEIbHOCTH J0Ka3aTeabeTB 1)

e B nepuoa BeIXoJa U3 METabOIMUYECKOT0 KpU3a MUIa JOJKHA UMETh IIASIIYI0 KyIUHAPHYIO
o0paboTKy. PekoMeHJ0BaHO moOcneayroliee YBEIUYEHHE KBOTHI HaTypajbHOro Oenka B
palroHe MPOBOAUTH 10 MEPe CTAOMIM3AIMN METAOOTMYECKUX HAPYIIICHUM, B COOTBETCTBUH

C HYTPUTUBHBIM CTATYCOM pe6eHKa M €r0 JBUraTeIbHON aKTUBHOCTBIO.

Tab6munma 1 - besomacHblii ypoBeHb MoTpeOiieHHs Oenka M MOTPEOHOCTh B JHEPIrUU Yy JeTel

Pa3IUYHOTO BO3pacTa ¢ MPOIMHOHOBOW altuaeMueli B mepruo/ MeTabomudyeckoro kpusa (B-D).*

0-12mec 1-3 rona 4-6 ner 7-10 et 11-18
Bo3spacr

OOmuii 6emoK 1/Kr/CcyT 1,8-1,31 13-1,2 1,1-1,0 |1,01-0,99 | 1,14-0,99
DHeprust 150-120 110-80 80-70 60-40 60-50
Kxan/kr/cyTku
KuakocTb 120 100 1200- 1500- ot 2000
(B T.4. BOJa, MII/KT/CYT | MII/KI/CYT 1500 2000 MII/CyT
TJTFOKO30COJIEBBIE, MJI/CyT MJI/CyT
TJIFOKO30MOIMMEPHBIE
pacTBOpHI)

*- amantupoBano u3 Matthias R Baumgartner et al. 2014.

e PeKOMEHIOBAaHO YBEJIMUYCHHS 03Bl JIEBOKAPHUTHHA W OWHOTHHA (B Cllydae IOKa3aHHOMN
YyBCTBUTEIBHOCTH K Tepanuu ouoruHom) [1,4,5,6,10,11,12].
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(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)

KommeHnTapuu: esoxaprumun nasnauarom 601iocHo ne menee 100 me/ke maccol mena u
Ooanee ocmasnsiom noooepocusarowyro  0osy 100  me/xe/cymrku. Qs  nogvluienus
agppexmuenocmu  npeOnoOUMUmMenbHO 6HYMPUBEHHOE UNU BHYMPUMbIULEUHOE B68e)eHUe
npenapama ¢ yenvto No00epIHCAHUSL COOEPAHCAHUS CBOOOOH020 KAPHUMUHA 8 KPOBU Gbllle
HOpManbHelX 3HayeHull. Tlokazamenb c60O00HO20 KAPHUMUHA NOOOEPICUBAION HA 8bICOKOM
VposHe, npesvliialowem cpanuybl, onpeoeieHuvle 0 300posblx demell. Imo obecneyusaem
0eMOKCUKAYUOHHYIO (DYHKYUIO KAPHUMUHA, VIyYuiaem Ccesa3viéanue U 6blgeoenue U3
Op2aHU3Ma MOKCUYHBIX NPONUOHOBLIX NPOU3BOOHLIX. [lpu uUCnonb306anuu 6vICOKUX 003
B03MOJICHO paszsumue 3Q@Pexmos 8 uoe MOWHOMbL U HENPUSMHO20 3anaxd. YKazanuvie

A6JIeHUA npoxodﬂm Nnocae CHUNCEeHUs 003bl.

PexomeHi0BaHa KOppEKIUsT METa0OIUYECKOTO alK103a MyTeM POBEICHUS BHYTPHUBCHHOM
uHby3noHHo# Tepanuu [1,4,5,6,10,11,12].

(Cuna pexkomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)

Kommenrapuu: npumensiom pacmeopwl cudpokapdoonama wampus, npenapamoe Kanus
xnopuo+Hampus — euopokapbonam+Hampuss — xaopuo (Koo ATX - B05BBO1).
T'uopokapbonam nampus’™ (k00 ATX — BO05XA) npumensemcs 6 eude 8,4% u 4,2%
pacmeopa 0na yooocmea nepepacuema Ha mmons NaHCO. Eeo o0osuposka (Mmonw)
onpedensiemcs no gpopmyne: (-BE) x macca mena (ke) x 0,3.

Bonvhvim pexomendyemcest wenounoe numve — pacmeop coovl uz pacyema -1 uatinas
nootcka Ha 200 mn 600vl, wenoynvlie MuHepaibHule 600bl. Pecynapho (kascovie 6-12 uacos 6
3A6UCUMOCIU  OM  MANCECMU  COCMOSAHUSL) KOHMPOIUPYIOM — NOKA3AmMenu KUCIOMHO-

OCHOBHO2O COCMOAHRUA KDOBU.

JIns  ycTpaHEHWS  TUIOTHApATallid  PEKOMEHIIOBAHO  BHYTPUBEHHOE  BBEICHHE
¢usnonornueckoro pacteopa (Harpust xmopun 0,9%)" (kom ATX — B05XA), ucnons3ys
CJIETYIONINN pacyeT B 3aBUCUMOCTH OT Macchl pedenka: 100 mi/kr/cyt (macca <10 kr.); 1000
M + 50 mur/kr Ha mocnenyronuii kuiorpamm nociie 10 xr (macca 10-20 xr); 1500 v + 20
MJI/KT Ha TTOCJIenyronui kuimorpamm mocie 20 xr (macca >20 kr).

(Cuna pexomenaanun C; ypoBeHb YOeAUTEJIbLHOCTH I0Ka3aTeabCTB 1)
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e C 1enbI0 YCTPAaHEHHUS SHEPreTUYEeCKOro Je(uIinTa U CHIKEHUS YPOBHS aMMHAaKa B KPOBU
PEKOMEHI0BAHO BHyTpuBeHHOe BBeaeHue 10-20% pactBopa jaekctpossl” (kog ATX —

K,BK

BO5XA) u3 pacuera 20 mur/kr ¢ uHcyauHOoM - (1 En/8 T rimroko3sr).

(Cuna pexomenaanun C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

e PeKOMEH/IOBAaHO HCIOIB30BaTh METON (OPCHPOBAHHOTO JUype3a C JOMOJHUTEIHHBIM
BBEJICHUEM XMIKOCTU U HazHaueHueM dypocemuaa™ (kog ATX — CO3CA) B no3ze 1-3 mr/kr
1-2 paza B cyTku (¢ uHTEpBaJIOM He MeHee 6-8 wacos) [1,4,5,6,10,11,12].

(Cuna pexkomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)
KomMmeHTapum: memoo ucnonv3yemcs 6 ciyuae msAjiCcenol UHMOKCUKAYUU OJisi Jiyduell

ANMUMUHAYUU HAKANIUBAIOWUXCA NPONUOHAMOSE.

e PeKOMEH/IOBAaHO KOHTPOJIUPOBATh COJCPKAHMS JIaKTaTa, aMMHAaKa W TJIOKO3bl B KPOBH,
KHCJIOTHO-OCHOBHOTO COCTOSIHHSI KPOBH, HE IO3/IHEE 2-X YacOB OT Hadyaja IMPOBEICHHS
uHby3noHHo# Tepanuu [1,4,5,6,10,11,12].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTeIbHOCTH J0Ka3aTeabeTB |1)
KommenTapuu: oonycmumo noodepocusams ypogeHv 2uoko3vl eviute 3,3 MMONL/1 Y
HOBOPONCOEHHBIX U 5,5 MMoav/n — y cmapwux Oemell, ypoeenb ammuaxa He eviuie 200

MKMOJIL/]L.

e PexoMeHIOBaHA JIOTIOJHUTENbHAS MEIMKAMEHTO3HAss KOPPEKIHsS MPH YpPOBHE aMMHaKa B
kposu Beime 200 mxmose/i [1,4,5,6,10,11,12].
(Cuna pexomenaamnuu C; ypoBeHb YoeIUTeILHOCTH 10Ka3aTeabeTB |1)
Kommenrapuun. Ilpu ypoene ammuaxa 6 xpoeu eviute 200 MKMONb/1 OA51 CIUMYAAYUU
CUHmMe3a MOYeBUHbl NOKA3aHO 66edeHue apeununa (250-300 me/ke) unu yumpyiiuna (350

HC, 6K

me/ke). Hasnauarom gonuesyro xuciomy 0,1 me/ke/cym, nupuodoxkcurn™™ (koo ATX —
AIIHA) 5 me/cym. Ocywecmensarom 00513amenbHblil KOHMPOIb YPOSHI HAMPUsL U KAlusl 6
Kpogu He pedxce Ipasa 6 2 uaca.

3.3. Xupyprudeckoe Jie4eHue

e PEeKOMEH/IOBAaHO pPAcCMOTPETh BO3MOXKHOCTh TPAHCIUIAHTAIUS TEYEHH TPU HU3KOU
3¢ GEKTUBHOCTH UTUTEIILHO TPOBOIMMOI0 KOHCEpBAaTUBHOTO JieueHus [1, 3, 4, 10,11].

(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)
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e PeKOMEH/IOBAaHO BO BpeMsl TMOJTOTOBKM K XHPYPTHUECKUM BMEIIATEIBCTBAM, MPOBEIACHUS
aHECTEe3MOJOTHYECKMX MOCOOUN U B JPYTrUX clydasix, Korja Tpedyercs YUIMHUTH Mepuoj
rOJIOJJaHUSl UCIIOJIb3YeTCS BHYTPUBEHHOE BBEJIECHHUE PACTBOPOB IUIIOKO3bI M AJIEKTPOJIUTOB
[1,4,5,6,10,11,12].

(Cuna pexomenaanuu C; ypoBeHb YoeIUTEIbHOCTH J0Ka3aTeabeTB 1)

KommenTapuu: uwugysuonnas mepanus 6 cayuasx, mpedyrowux YyoauHeHue nepuood
20]100aHUs, PACMBOPbL 2TIIOKO3bL U DJIEKMPOIUMO8 8800sMCsl Uz pacuema 8-10 me/ke/mun ons
Ooemeil nepeo2o 200a JHcusHu, 6-7 me/xe/mun — 0 demeti om 200a 0o 10 nem, 5-6 me/ke/mun
— ons1 demeti cmapue 10 nem.

3.4 Uunoe Jeuenue

e PeKkOMEH/I0BaHO PacCMOTPETh BOIPOC O HEOOXOIMMOCTH TPOBEICHHUS IMEPUTOHEATHLHOTO
oUalii3a WIA TEeMOJHMAlu3a TPHU OTCYTCTBUM OBICTPOW TOJIOKHUTEIBHOW peakIiuh Ha
MHTEHCHBHYIO TEPAIUI0, COXPAHSIOIIEMCS KEeTOoalua03e W runepammonuemun [1, 3, 4,
10,11].

(Cuna pexomenaanuu C; ypoBeHb YoeaUTeIbLHOCTH J0Ka3aTeabeTB 1)
KomMmeHnTapuu: nepumoneanvuuvlii Ouaiuz uiu 2emoouanus nposoosamcs ¢ yeivio Oojee

a¢hpexmueno2o 6vi6edeHUs MOKCUUHBIX MeMAOOIUMO8.

4. PeaOnauranus

e [laneHTaM ¢ MPONMMOHOBON alUJeMHEN PEKOMEHI0BAaHO MPOBEIACHHE PEeadMINTALMOHHBIX

MEpPOIPUATHI, HallpaBJIEHHBIX Ha nojjaepxanue ¢pynknuu [THC.

e PeKOMEH/IOBaHO TPOBEJCHUE TICUXOJIOTHYCCKON TMOIJCPKKH W OOY4YEHUs PpOAUTENICH
MpaBWJIaM OpraHU3alliy MOMOIIM U TUETOTEpanuy B MEXKIPUCTYIHBIA MEPUOJ U B MEPHUO
yrpo3sl MeTabonuueckoro kpusza [1, 4, 10,11].

(Cuna pexomenaanun C; ypoBeHb YoeIUTEJIbHOCTH 10Ka3aTeabCTB 1)

e PekoMeHT0BaHA MCUXOJIOTO-Tielaroruyeckast mojaaepxka 6ompHbIX ¢ [TA 1 ux cemeii [1, 4, 5,
10,11,12].

(Cuna pexomenaauuu C; ypoBeHb YOeAUTEILHOCTH T0Ka3aTeabCTB 1)
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5. llpopuiaakTrka U JUCNAHCEPHOE HADJIIOeHUE

5.1 llpodpunaakruka

IIpodunakTuyeckue Mepbl BKIIOYAIOT MEIUKO-TEHETHMUYECKOE KOHCYJIBTUPOBaHHE ceMeil U
IIPEHATAJIbHYI0 [IHWAarHOCTUKY, KOTOpas IPOBOAMTCS C IOMOLIBI0 MOJIEKYJISPHO-TEHETUYECKOTO
UCCIIEIOBaHMsI OMONTaTa XOPUOHA C BBISIBJICHUEM MYTAllMU COOTBETCTBYIOLIETO T'eHA.
[Ipopunaktuyeckue Mepbl 1O  Pa3BUTHIO  META0OJIMYECKHMX  KPU30B  BKIIOYAIOT
uHGOpMHpOBaHUE pojauTeNell (MM 3aKOHHBIX IpejcTaBurenei) OonbHoro ITA o xapakrepe
3a0o0jeBaHUs, MPOBOLUPYIOIMX (aKTopaXx U MPEeABECTHUKAX KpH3a, BO3MOXHBIX €ro
MOCIICACTBHSX.

Heonartansheiii ckpunuHr B Poccniickoit denepanuy He IPOBOIUTCS.

5. MoauTopuHr nanuesros ¢ [TA

¢ B nponecce KOMIJIEKCHOTO JIEYEHHS] PEKOMEHI0BAHO OCYILECTBIISIOT KOHTPOJIb [TOKa3aTenen
KIIMHUYECKOT0 aHallu3a KPOBHU, YPOBHS reMorioouHa, odmero 0eika, anb0yMHHa, TITFOKO3HI,
CBIBOPOTOUYHOTO KeJe3a, JIEKTPOIUTOB, JaKTaTa, aMUHOKHUCIOT, CBOOOJHOTO KapHUTHUHA U
MPONUOHWIKApHUTHHA. KOHTpOIMPYIOT HapaMeTpbl KUCIOTHO-OCHOBHOTO COCTOSIHUS KPOBH.
[TpoBoasT ompeneneHne MOYEYHOM HKCKPEIUH 3-THAPOKCUIIPOITHOHOBON, METHILTUMOHHOMN
KHuca0T. KpaTHOCTh MpOBeAEHUsI aHAJIM30B 3aBHCUT OT COCTOSHUSI peOeHKa, HO B IEpHO[
MHQEKIMOHHBIX 3a00JeBaHUM, METa0O0JIMYECKOro KpH3a ONpeesieHMe aMUHOKHUCIOT H
KapHUTHUHOB oOCYyIIecTBIsA0T He pexke 1 pasa B 7-10 gmeit, KIIC - exeaneBHO 10

CTa0MIN3aIMH TOKa3aTelIel.

e PekoMeHOBaHO /i1 OIEHKH 3()()EKTHBHOCTH JIHTEIBHOIO JIEYEHHS KCIIOJIb30BaTh
pedepeHCHbIE TIOKa3aTeH COAEePIKaHUs MATOTeHETHYECKH 3HAYMMBIX aMUHOKHCIOT B KPOBH
1 TIaTOJI0r4ecKux MeTadbonuToB B moue [1,4,5,6,10,11,12].

(Cuna pexomenaanun C; ypoBeHb YoeIUTEJIbHOCTH 10Ka3aTeabeTB 1)

KoMMeHTapuu: yposuu MemuoHuHa, mMpeoHUHa, 6dluHd, U30AeUYyuHa 6 Kpo8Uu 6
pe3yibmame  nedenus OO0JNNHCHbL  Oblmb  NPUOIUNCEHbl K PephepeHCcHbIM — 803DACHHbIM
sHavenuam (mabnuya 2). OcobeHHo 8adiCHO o0becneuusamsv HOPMALbHLIL CbIBOPOMOYHBII
VPOBEHb AMUHOKUCIOM C PA36emeEIeHHOl VelepoOoHoll yenvlo. Tak, HedocmamouHoe
nompebnenue 6enka u Ooepuyum uzonelUyuHa AEIAIOMCSI NPUYUHOU PA3GUMUSL MANCEN020

aKpO()epMamuma u caysicam OCHOBAHUEM 05l OONOJIHUMENbHO20 66e0eHUsl 6 pauuon
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numanusi L-uzonevyuna 6 ooze 50-100 me/cym 6 3asucumocmu om cmenenu Ooe@uyuma.
Coodeporcanue enuyuna 8 Kpogu modcem Obims YMEPEHHO NOBbIULEHHBIM.
Tabauua 2 - PeepeHcHble 3HaYCHUS H30JICHIIMHA, METHOHIHA, TPEOHWHA U BAJIMHA B TJIa3Me

KPOBH JETEN

YpoBeHb B I1a3Me KPOBU
AMUHOKHCIIOTA
MKMOJIB/TI mr/100 mn
H3zoneinun 25-105 03-14
MeTtnonuu 18 — 45 0,3-0,7
Tpeonun 45 — 250 05-3,0
Bammu 65 — 250 0,8-2,9

e PEKOMEHIOBAaHO OCYIIECTBIIATH KOHTPOJIb HYTPUTUBHOTO CTAaTyca C KOPPEKIIMEH MUTAHUS B
3aBHCHMOCTH OT COCTOSIHHS peOeHKa M ero ToJIepaHTHOCTH K Oenky [1,4,5,6,10,11,12].
(Cuna pexkomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)

KomMmenTapum: Kormpons (hakmuyeckoeo numaHusi (XUMUYECKO20 COCMAasd payuona) 0.is
npedynpedcoenusi  pazeumusi  OepUUUMHBIX — COCMOSHULL ~ Nposoosm Y  Oemell 8
DPEeAHUMAYUOHHOM Nepuooe — edceOHe8Ho, Y 0emell Nepeoco 2004 HCU3HU - He pexce 1 paza 6

7-10 onueti, y nayuenmos cmapuie 1 2cooa — 1 paz 6 1-3 mecaya.

e OOumMmu npodnemamu s 60abHBIX ¢ [IA 1 MMA SBiSIIOTCSL pBOTBI U 3aI10PbI, O KOTOPBIX
BCEr/ia CJIeIyeT MOMHHUTh BOBPEMSI MX MPEIOTBpaIaTh U Koppektuposats (D).

(Cunaa pexomenaanum C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabCeTB 1)

Jlemu ¢ nponuonosoii ayudemueil uacmo nonadarom 6 omoeieHue namonouu oemel
paHne2o 8o3pacma, UH@eKyuoHHoe omoeneHue Ul peaHuMayuro 8 COCMOosSHUY MemaboIuiecKko2o
Kpu3a, pazeueuie2ocs Ha ghone Memaboauyecko2o ayuoo3a u cUuno2iuKemMulL.

IIpooondcumenvHocms 20CnUMATU3AYUU 3A6UCUM O CKOPOCIU 8epugpurayuu OuacHo3d,
KOppeKyuu memadonruyeckux HapyweHutl nymem npoeeoeHusi UHMEeHCUBHOU mepanuu U Haiand
namozeHemu4eckou Ouemomepanuu, a maxkxice om CpoOKo8 NOAGNEeHU NOIOHCUMENbHOU OUHAMUKU
CO CMOpOHbI YEHMPANbHOU HEPEHOU CUCmeMbvl U OpyeUx OpeaHos, CKOPOCMU BOCCMAHOBNIEHUs
nokazameieu 20K03bl KPOSU U KUCTIOMHO-WENIOYHO20 COCMOSHUS, OMEenm Ha JleueHue ommedaemcs

6 meuenue 5-7 Oneul. [Ipebvisanue 6 cmayuonape 6 cpeonem cocmasnsiem 21 0eno.
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Ilocne gvinucku uz cmayuoHapa pebeHoK OO0JCeH HAXOOUMbCA HA smane amoby1amopHo-
NONUKIUHUYECKO20 ~ HAONI00eHuss y  neouampda, Heeponamonoza, 2ceHemuka. bonvuwie ¢
CUMNMOMAMUYECKOU  dNULENcuell Hy#cOaiomes 6 HAON0OeHuU INUNenmonozd, a makice
Kapouonozda, 2acmpodHmepono2d, OKVIUCA 6 C6A3U C  BbICOKUM  DUCKOM  pA36umus
KapOUOMUonamuu, HapyweHui pumma cepoya, oCmpo2o NAHKpeamumd, ampoguu 3pumenbHbix
Hepeos. Heobxooum xonmponv 31, DKI, IxoKI', xonmeposckoe monumopuposanue IKI, YIU
B6HYmMpeHHUxX opeanos (1-2 pasa 6 200 no NOKa3anusm).

Edxcemecsauno neobxooumo nposooums uccnedosanus KILC kposu, koppekyuto neyebHozo
NUMAHUA U cumMnmomamudeckou mepanuu, 1 pas 6 6-12 mecsayes pexomenoyemcs KOHMpOJIUPOS8aAms
cooepoicanie NamMoI02UYecKUx MemaboIumos 8 Cbl8OpoOmKe Kposu Uil Moye Memooom maHOemMHOu
macc-cnekmpomempuu.

B paoe cnyuaes (npu nnoxo koppexmupyemvix MemabOIUdecKux HaApyuleHusx, yYacmolx
Kemoayuoomuieckux Kpusax) 803HUKaem HeoOX0O0UMOCHb peuams 80npoc O MPAHCHIAHMAYUU
neyeHu.

Eoiceco0no demu 0ondcHbl npoxooums yenyoniennyo OUCNAHCepu3ayuio 8 YCiosusix OHeGHO20
cmayuonapa (OnumenbHocme 20cnumanuzayuu He menee 10 cymok), 20e maxace 0cyuwecmensaiomcs
Heobxooumble peaburumayuontsie meponpusmusi (Ipunoxcenuu I5).

Pooumenu oondichvl 66imv 06yueHbl NPasUIaM OPSAHU3AYUU MEPANUU 8 MeHCHPUCTYNHBIU
nepuoo u 6 Nepuood yepo3vl Memadoauyeckoeo Kpusa. Y pebenka npu cebe 6cee0d OO0NNCHA
HAX00umvbcsi NAMAMKA C YKA3AHUEM HEeOMIONCHLIX MepOnpusmull 8 Nepuood HAYUHAIOWE20Cs

Memaboauyeckoco Kpusa

6. lonosiHuTe IbHASE MH(POPMALUS, BIMSIONIAS HA TeYeHHE U UCXOJ

3a00J1eBaHNA
be3 mnarorenernyeckoro Je4eHHs B TMEPHOJ METabOIMYECKOTo KpH3a IOJaBisioliee
00nbIIMHCTBO AeTel norudaet. [1pu cBoeBpeMeHHON KOppeKLIUU U NPOPUIaKTHKE META00INYECKUX
KpU30B, COONIIOJIGHMM W  CTPOrOM  KOHTpOJIE€  IATOr€HETHMYECKOW  JAMeTOTepanuud |
CHUMIITOMAaTHYECKOTO JICUEHUS POTHO3 VISl )KU3HU OJIarONMpHUSTHBII.
[IporHo3 cocTosiHuS U YpPOBHSA MCHUXHWYECKOTO DPAa3BUTHUS OOJNBHBIX 3aBUCUT OT TSKECTH
3a0o0JyieBaHusl, HAJIMYUSI MHCYJIBTOMOJOOHBIX COCTOSHUI, BOBJICUYEHHS B MATOJOTMYECKHIl mpoliecc

BHYTPEHHUX OpraHoB (MOYKH, CEpAlle, MOPKEIyJOuYHas JKee3a), a TaKKe CpPOKOB Hauaia
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CHCHI/IaHHSPIpOBaHHOﬁ TEpaAIllMi M KadeCTBa JICUCHUA, CII0OCOOHOTO npeaynpeauTb IMMPUCTYIIbI

METa00JIMYECKONU NEKOMIIEHCAL[UU.

Kpurepuu kauecTBa okazaHusi MeIUIIUHCKON MOMOIIM €TSIM ¢ IPONUOHOBOI

anuaypuen

Tabauna 1 - Opranu3allMOHHO-TEXHUYECKUE YCIOBUS OKa3aHUs MEAUIIMHCKON TTOMOIIIH.

Bua MeaMIIMHCKOI TOMOIIH

crieuain3upoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOTUYHAA,
MCIUIIMHCKAaA IIOMOIIb

Bo3pacrHas rpynmna JleTn

YciaoBus 0Ka3aHUA MeIUIMHCKOMN

NOMOLIH CTaIlIOHAPHO, B THEBHOM CTAlIHOHAPE
®Dopma 0Ka3aHUS MeAULUHCKON

IUIaHOBAs
MOMOLIH

Tabmuna 2 - Kpurepun kauecTBa OLEHKH METUITUTHCKOW ITOMOIIN

Ne

Kpurepun kavyecrBa

Cuia

peKoMeHaanuii

YpoBeHb
y0eauTeIbHOCTH
peKoMeHaanui

Brimonmaeno OIpPECACIICHUC YPOBHA aMUHOKHUCIIOT U
OpPra’Hn4Y€CKUX KUCJIOT B CBIBOPOTKEC KPOBHU U
IMaTOJIOTHYECKUX META0OJIUTOB B MOUE METOA0OM
TaH,HeMHOﬁ MacCC-CIICKTPOMETPHUHU IIPHU YCTAHOBJICHUHU
AWardHo3a v Aajie€ HE PCiKe 1 pa3 BT1oa

A

Hasnauena AUCTOTECPAIIUS IPpHU YCTAHOBJICHHOM
JAUarHo3c HA, AaJIEC KOHTPOJIb HE PCIKE 1 pas3a B 1o

Ha3naueHo jedeHne 1eBOKapHUTUHOM IIPY HAJTMYHH
MEIULUHCKUX IOKa3aHUNA U OTCYTCTBUU
MIPOTUBONOKA3aHUM

[IpoBeaeHo nmpoOHOE JeUueHre OMOTHHOM ISt
OTIpe/ieNIeHUs] YyBCTBUTEIBHOCTH K JAHHOMY BUTY
Teparuu

HaznaueHo neueHue OMOTHHOM TpU OUOTHH
qyBCTBUTEIHHOU dopme [TA

BrinosaeHb1 MEpPONPUATHUS IO KOPPCKIHUN
AUCTOTECpAIIUN U IIPOBEACHUIO MHTCHCHUBHOM TCparnun
IIpn MeTa00INYEeCKOM KpH3e
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© 0 N o g Bk~ wWw D

Kyues C.U. — un.-xopp. PAH, n.M.H., ipod.

=
o

. Muxaiinosa C.B. — 1.M.H.
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IIpunoxenune A2. MeTonoJiorus pa3spadoTKi KJINHHYECKHUX PeKOMEH A i
HeJIeBaﬂ AyJUTOpUd JaHHBIX KIMHUYECCKUX peKOMeHI[aHHﬁ:

. neauatpsl (kox cnenuanbHoctu 31.05.02),

. BpayM oO0IIel ceMelHOM MpakTUKH (ceMeliHas MmeauiHa) (ko crenuanbHocT 31.08.54);
) renetuku (kox cunenuaiabaocTr 31.08.30),
) muerosiord (kox creruanbHocTr 31.08.34),

. HeBpostoru (koj criernansHocTh 31.08.42),

) MEIUIIMHCKHUE rcuxoioru (ko crerranbHocTr 19.00.04),
. nedexronoru (ko crermansHoctu 44.03.03),

o CTYICHTBI METUIIMHCKIX BY30B, HHTEPHBI, OPIUHATOPHI.

Ta6auna I11 — YpoBHH yOeTUTEIILHOCTH TOKA3aTEIbCTB

Yposennb HMCTOYHHK J0KA3aTeJIbCTB

y0eauTeIbHOCTH

J0Ka3aTeIbCTB

1(2) IIpocniekTUBHBIE PaHAOMHU3UPOBAHHBIE KOHTPOJIIMPYEMBIE HUCCIEIOBAHUS

JloctaToyHOE KOJHUYECTBO HCCICAOBAHUNM C JOCTATOYHOM MOIIHOCTHIO, C
ydacTeM OOJIBIIIOTO KOJMYECTBAa MAlMEHTOB W TOJyYE€HHUEM OOJIBIIOTO
KOJINYECTBA JaHHBIX

KpynHbie MeTa-aHanussl

Kak MUHMMYM OJHO XOpOIIO OpPraHM30BAHHOE PaHAOMH3UPOBAHHOE
KOHTPOJINPYEMOE UCCIEA0BAaHUE

Pemnpe3enTatuBHast BHIOOpPKA MAIIIEHTOB

11 (2) [lpocriekTHBHBIE ¢  paHIOMHU3alMed Wi 0e3  HUCCIECNOBaHHS C
OrpaHUYC€HHBIM KOJIMYECTBOM OaHHBIX

Heckounbko nccnenoBanuii ¢ HeOOIBIIMM KOJIMYECTBOM MallEHTOB
XOpoII0 OpraHu30BaHHOE MTPOCIIEKTUBHOE NCCIIEIOBAHUE KOTOPTHI
Mera-aHanu3bl OTpaHUYEHBI, HO POBEICHBI HAa XOPOIIIEM YPOBHE
Pe3ynbTaThl He MPE3CHTATUBHBI B OTHOIIECHHUH 1IE€IEBOW TOMYIISIIUH
XOopoIIo opraHu30BaHHbBIC UCCIIECOBAHHS «CITy4aii-KOHTPOIbY

11 (3) HepannomuzupoBaHHbIE KOHTPOIUPYEMBIE HCCIIEIOBAHUS

HccenoBaHus ¢ HEJOCTATOYHBIM KOHTPOJIEM

PannoMu3upoBaHHble KIMHHUYECKHE WCCICIOBAHUS C KAaK MHHHEMYM |
3HAYUTEIEHOMN WITH KaK MUHUMYM 3 HE3HAYUTEIIbHBIMH
METO/0JIOTUYECKUMH OITHOKaMHU

PerpocrniekTuBHBIC WM HAOIIOJATEILHBIE HCCIICTOBAHUS

Cepusi KTUHUYECKUX HAOTIOCHUIA

29


http://yandex.ru/clck/jsredir?from=yandex.ru%3Bsearch%2F%3Bweb%3B%3B&text=&etext=1222.CYyk-2mpec9283zjQxsraeN9ACoqms-UTVViXXKxhb-K_SP-PfYgHnTE8kldy5s5kiDihu_YzWsvMxmFdHm4j6riv4KHHO9Xta7VPyrNx1I.b0adba6930507e1e80407bedb6815c518a8cdf9b&uuid=&state=PEtFfuTeVD5kpHnK9lio9dp88zwjJi-A9wwjDIux7f8Zuv0g6oZ30w&data=UlNrNmk5WktYejY4cHFySjRXSWhXSzU1TjczMFFpaDFoSUZmT0lOOFRoX0p6X0VCdkphdGV0ck5hRmdHOWU5VEc4TnZvUjJ0WFB3NTJrdUVJUUI2QTF6U2ZVdUlhWnU5dF93U1N2eFNYZjloMlIzbUE0a2RGVXVLQ1NNZ0R6Q2hJaHY2eFVKSFpzSlRYejlKMjcxUXFJS09lR2ZRMnBmdDljTWhfbEs2d3QtUFdvd0lkTDhRTndsaWQtT1cwZUVTOHJ3M2VCcnNTM3ZUZ2FwSnJfS0ZZdw&b64e=2&sign=a77229bbd00b52a6a500d7b4bca524c5&keyno=0&cst=AiuY0DBWFJ5fN_r-AEszk4ehSe8fxU6ZAkdL8sRqriVB2JnyVClldWME3qasdrOGDViexIx-4mNOrJnkNmI3XF0ncWkJaTSDjfnL_5yyJFQ2hdzcaO6YmLI3zr68_qC2vna2-Jolar7cwx-JeV32MlyEMenRGHJ0emLK3cQdPWwXrgDuczFMA2-OslUQesUhmIjSb92Um5-_pzkX8lTm5ouLauT41X3XewR4N47MvWNt63EjO8i9AwuJvxZ8y6arpdUqe4oQCYcZNLkenhpbgbbvCS6ljrbiOZ2jBQFE6dR58iFH3xSa4BK4GxlcCJMM-arbbIgzVo39RBgx6lSBe9Xrbsk5BKOjQET4Nu9MHX2xubG5U6n3cxqaZCUX0EW-6TPMA3NtcyOJFG8bdNRN7w05ABdMrfyn2cCZBJ5pV2gn-ZtpqaD9iiuNeVTudM2ltpIAXUF3eZ7iJO9TNNCBC40r8a3tFe5I0kbLzR_GKG3iE2XxqHL-5XZ3ckeqCgCt0pYiongeDq2Rew8SqGwYm3p1avvPmWF4RToiYN65-fIRuUabyqwmVrEMYp4HWs1l0MmMSQDpxbiyTHQtp3QkudSQx8_0bM38VZNog9OCPfMGIGAr5oS3sk8MrQbBLvJb&ref=orjY4mGPRjk5boDnW0uvlrrd71vZw9kpVBUyA8nmgRGGniRDizg1qX6U4gA2S8YSILDr0rgbZruQK9vkRpKE8N3o8VNUkKVYMnpWE4dqPCSULuDx13R7vM_z2COOdz99pJgLpGIEnmfUemW4tMHeQwaXaxECsjMw4W-PG8Y8U_Cdz3gOCZPFvbH7Z1htiuZ0KRBTgn2exP17h0jfO6Kze7LhH-icF4x0_FqbN8hSrgJnyRgH-5E4BQdtGalpJlXXzg5wOb8XptlDHoiodeb7gA&l10n=ru&cts=1477578459809&mc=3.277613436819116
http://yandex.ru/clck/jsredir?from=yandex.ru%3Bsearch%2F%3Bweb%3B%3B&text=&etext=1222.iINsljeG_q1wXDX1eCBpPnSKG-9SZldTHRXRTjQIiIAtk0QAwdHEgGfcy-9NrjF_bxaqckx4a8RlJjE-HI1Pkw.413543f0b83f1ed4dbe5ed5faca68add6ca62708&uuid=&state=PEtFfuTeVD5kpHnK9lio9aJ2gf1Q1OEQHP1rbfzHEMvZEAs4QuMnSA&data=UlNrNmk5WktYejY4cHFySjRXSWhXSzU1TjczMFFpaDFoSUZmT0lOOFRoX0p6X0VCdkphdGV0ck5hRmdHOWU5VEc4TnZvUjJ0WFB3NTJrdUVJUUI2QTF6U2ZVdUlhWnU5dF93U1N2eFNYZjloMlIzbUE0a2RGVXVLQ1NNZ0R6Q2hJaHY2eFVKSFpzSlRYejlKMjcxUXFBOW5aUGhfMnZJUW5feTZwc1E0bmdQQlVLdnNXWWhtLU13RFVsY1c2MXJ0YS03Sy0yS1kzOTFHbU9VTFhlZjQ5dw&b64e=2&sign=d495c5a89956c1f00bcb1fa6df50f6ad&keyno=0&cst=AiuY0DBWFJ5fN_r-AEszk4ehSe8fxU6ZAkdL8sRqriVB2JnyVClldWME3qasdrOGDViexIx-4mNOrJnkNmI3XF0ncWkJaTSDjfnL_5yyJFQ2hdzcaO6YmLI3zr68_qC2vna2-Jolar7cwx-JeV32MlyEMenRGHJ0emLK3cQdPWwXrgDuczFMA2-OslUQesUhmIjSb92Um5-_pzkX8lTm5ouLauT41X3XewR4N47MvWNt63EjO8i9AwuJvxZ8y6arpdUqe4oQCYcZNLkenhpbgY0tzObgTxtPJPVp0RC6ESXLu11eATfIwSpi6YpRpPLO7jSrqnZRhoUrysa04EgJC5n3HeirX4Tm0NIWteHe5vq5k4iRVV3jgBoymYDTcFS4TDWtQg2Rz1-jlyXeh3uy463m2cd1xgGE1j2IqojbPjEQ_oPEn10DzrcItDPKuBrWcMWKMBRrwl_NzBBCaFUrx0PJoL27OXMzHRt1MTkSL1GTLnZWb-OUYP8y-I0dZnymwFRDUCSitt8J3AzRLQMV9zVOTcj5YJehLsBHqmKbMqxAbc4OVBPfx2GLBd10-r-42YkIsoMGAR9kFt4qrGm13tCoK8op-NEQfgpfD0PEXcO6c7AsFqfimaaT1TPhdgHm&ref=orjY4mGPRjk5boDnW0uvlrrd71vZw9kpjFOc-jDymv14nLR1eak5K2VZi7zhpMJvJqEMaqsWxGw2v_EdBqOBI1eOhvm5OVlyY0Xl88V9Fm20288FvvaXqy0cxkeHrMnZwqK0xVeb9Zw&l10n=ru&cts=1477578363849&mc=5.1720910770823485

[lpotuBOpeurBbIC  JaHHBIE, HE  MO3BOJsSIOMIKE  C(HOPMHUPOBATH
OKOHYATEIbHYIO PEKOMEH/IAIIUIO
1V (4) MHueHue  JKcHepTa/gaHHbBlE W3 OTYeTa  JKCIEPTHOW  KOMHCCHH,

SKCHICPUMCHTAJIbHO IMMOATBCPKACHHBIC

Y TEOpeTHYECKH 0O0CHOBAHHBIE

Taoauna I12 —Cuna pexkoMeHaaun

Cura .. | Onucanue Pacun¢pposka

peKoOMeHxanui
Pexomenpanus ocHOBaHa Ha
BBICOKOM YpPOBHE JI0Ka3aT€IbHOCTU
(kax MUHUMYM | yOeauTenbHas Mertopa/Tepanus nepBoii JIMHUY;

A ny6nukanus | ypoBHs 1100 B COYETAHUU CO CTAaHAAPTHOMN
JI0Ka3aTeIbHOCTH, MIOKa3bIBAIOILAS METOAMKOM/Tepanuen
3HAYUTEJIBHOE [TPEBOCXOJICTBO
10JIb3bI HaJl PUCKOM)

Pexomennanust ocHoBaHa Ha cpeiHeM | MeToj/Tepanust BTOpOii JINHUY;
YPOBHE JI0Ka3aTeIbHOCTHU (KaK 00 MpHU OTKa3e,
MUHUMYM | yOenurenbHas IPOTUBONOKA3aHUU, UITH

B ny6nukanus |l ypoBHs Hed(PPEKTUBHOCTH CTaHJAPTHOMN
JI0Ka3aTeNbHOCTH, TOKa3bIBAOIIAs METOAMKH/Teparnuu.
3HAYUTENBHOE NIPEBOCXO/ICTBO PexkoMeHyeTcss MOHUTOpUPOBAHHE
MOJIb3bI HAaJl PUCKOM) MOOOYHBIX SBJIICHUN
Pexomennanus ocHoBana Ha ciiabom | Het Bo3pakeHuii IpoTUB JAHHOTO
YPOBHE J10Ka3aTeIbHOCTH (HO KaK METO/1a/Teparuy WiIH HET
MUHUMYM | yOenurenbHast BO3pa)XEHUN MTPOTUB MPOAOIKEHUS
nyomukarus |11 ypoBas JTAHHOTO METO/1a/Tepanuu

C JI0Ka3aTeNbHOCTH, T0Ka3bIBAOIIAs PexoMeHni0BaHO npu OTKa3se,
3HAYUTENIBHOE NIPEBOCXO/ICTBO IIPOTUBONOKA3aHUH, WIH
MOJIb3bI HA/l PUCKOM) UIU HEd(PPEKTUBHOCTU CTaHIAPTHOU
HeT yOeIUTEeNbHBIX TaHHBIX HU O METOJIMKH/Tepanuu, pHu yCIOBUU
M0JIb3€, HU O PHUCKE) OTCYTCTBHS MOOOYHBIX 3PPEKTOB
OtcyTrcTBUE YOAUTETBHBIX
nyomukaruii |, 11 v 11 ypoBHs
JI0Ka3aTeNbHOCTH, TOKa3bIBAIOLINX
3HAYUTENIBHOE MPEBOCXO/ICTBO

D He pexomennoBano

MOJIB3BI HAJl PUCKOM, JTHOO
ybenutensHble myonukanuu I, 11 umm
Il ypoBHS mOKa3aTeIBLHOCTH,
MMOKAa3bIBAIOIINE 3HAYNTEIHHOE
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IMPEBOCXOACTBO pPHUCKAa HAA MOJIB301

AKTyanu3anusi JTaHHBIX KIMHHUYECKUX PEKOMEHIAIUN OyIeT MPOBOIUTHCS HE PEkKE, 4eM
OIMH pa3 B Tpu rojaa. [lpunsrtue pemeHus o6 OOHOBIEHUH OyAET NPUHATO HAa OCHOBAHUU
NPEUIOKEHUI, MPEICTABICHHBIX MEIULUUHCKUMU MPOPECCHOHATBHBIMU  HEKOMMEPUYECKHUMHU
OpPraHu3alusIMi € YYETOM pe3yJIbTaTOB KOMIUIEKCHOW OLEHKM JIEKAPCTBEHHBIX IpPENaparos,

MEIUIUHCKUX U3ACITHUH, a TAKXKE Pe3yabTaTOB KIMHUYECKOH arpodanuu.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

1. [Tpuxaz Munszapasconpasutus PO Ne 185 or 22.03.2006 roma «O maccoBom
o0cie10BaHUU HOBOPOXICHHBIX JeTel Ha HacleCTBEHHbIE 3a00IeBaHUY,

2. IIpuka3 MuHHCTEpPCTBA 3paBOOXPAHEHUsS] W COUMAIbHOTO pa3Butus PD ot 16
anpestst 2012 . N 3661 "O6 yrBepxaeHuu [lopsika okazanus neauarpuieckoil momomu"

3. [Tpuka3 Munuctepctpa 3apaBooxpanenuss PO "O6 yrsepxnenun Ilopsiika okazaHus
MEAMIIMHCKON MOMOIIU OOJIBHBIM C BPOXKACHHBIMH U (UJIM) HACJIECTBEHHBIMU 3a00J€BaHUSAMHU" OT
15 Hos16pst 2012 1. N 917H

4, [Toctanosnenne [IpaBurensctBa Poccuiickoit denepanuu ot 9 ampens 2015 rona
Ne333 "OO0 yrBepxknenuun IlpaBun ¢opMupoBaHus NEpEeyHS CHEHUATW3UPOBAHHBIX IPOJIYKTOB

JIEYEOHOr0 MUTAHUS IS AeTeH-UHBAIUIOB"
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[Mpunoxenue b. AiropurmMsel BeieHUs MalMEHTA

HaHI/ICHT C MOAO3PCHUEM Ha NPOMMHMOHOBYIO allUACMHULIO

A 4

JlmaraocTrka

!

Koncynpranus
po(UIBHOTO
CTICIHAINCTA

Jnaruos

MHOJTBEPXKICH

Tepanus B cTariioHape

A 4

JlucriancepHoe HaOIIOICHUE U
JIEYEHHUE C IEPUOANICCKIM
KOHTPOJIEM B CIICHUAIIN3VUPOBAHHOM

A 4

NneaAuaTpuIeCKOM OTACIICHUN

Tepanus

JA

A

HET

s¢dexTrBHA
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Hpuiaoxenue B. Undopmauus 11 manueHra

[TponmoHoBast anuaypus (amuaeMus) — HaCIeICTBEHHOE HapyIIeHHe OOMEHa aMUHOKHCIIOT:
METHOHHMHA, TPEOHUHA, BAJIMHA, U30JICHITIHA.

Jletn ¢ mopo3penueM Ha [1A TpeOyroT TmateabHoro odcienoBanus u HaOmoaeHus. CeMbH,
B KOTOPBIX €CTh OOJBHBIE C YCTAHOBJICHHBIM AuarHo3oMm I[IA, MODKHBI TPOUTH MEIUKO-
TeHETHUYECKOE KOHCYIbTHPOBAHKE, TAK KAaK PUCK TOBTOPHOTO POKICHHS O0JBHOTO peOCHKA B CEMbE
cocTaBiisieT 25%.

HaunOonee omacHbIMU JUIsl KH3HH COCTOSIHUSIMH, BEAYIIUMHU IPH OTCYTCTBHUH JICUCHHS K
HEOOPATHMBIM TOCIICICTBUSM BILIOTH JI0 JICTALHOTO UCXO/1A, SIBJISTFOTCS METa0OJINIECKIE KPU3bI

Kpu3bl 00bI9HO MPOBOMMPYIOTCS TAKMMH HEOJIArOMpPUATHBIME (aKTOpaMU, KaK HapYIICHHUE
JIMEThI, TPeHEOPEeKEHNE HA3HAYCHUSIMU Bpava, BUPYCHbIC U OaKTepHUaibHbIC HHPEKIIUH, CTPECCOBBIC
CUTYAIlMH, TPABMbI ¥, XHPYPTUYCCKHE BMEIIATEIILCTBA, YMOIIMOHATIBHBIC U (PU3NUYCCKU HATPY3KH.

[IpenBecTHUKaMH Kpu3a SBISCTCS CHW)KCHHE OMOIMOHAIBHOTO TOHYCA, BSUIOCTD,
COHJIUBOCTH, Jlajice pPEOCHOK OTKA3bIBACTCS OT €/bl, MOXET OBITh PBOTA, BO3MOXKCH IIOIHEM
TEeMIIEPaTypbl, 0COOEHHO MPH J1e0I0Te MHPEKIIMOHHOTO 3a00IeBaHUSI.

I[Ipu nmepBBIX CHMOTOMAX MeTA00IMYECKOT0 KpH3a Heo0X0AMMO CPOYHO
roCUTAJIM3UPOBATH pedeHKa, 10 MpHe3/la Bpadya CKOPOii MOMOIIH He3aMeNJIUTeIbHO HAYaTh
Tepanuio Ha I0MY.

Tepanus na oomy

[Tpu Hanmuuu HeOpUIHLHON TUXOPATKU HUXKE 38,5°C u OTCYTCTBHM TaKUX CHMIITOMOB Kak,
pBOTa, OTKa3 OT €Ibl U PA3IUYHBIX HEBPOJIOTMYECKUX HAPYIICHHH TOKa3aHO MPOJOJIKEHHE
OCHOBHOUM MeTa0OJIMYeCKOH Tepanmuy U MaKCUMaIbHOE OTPaHWUYCHUE IMOCTYIUICHHS HATypPaJIbHOTO
Oenka ¢ muIIe Ha cpok A0 12 yacoB, rocnuTamu3amnms 60JIHOTO.

[Tpu HaMMUYMK TeMIepaTypsbl BhIIIE 38,5°C nator YKapOMOHIDKAIOIIUE CPEJICTBA, B TOM YHUCIIE,
uoymnpoden, B g1o3e 10-15 Mr/kr/cyTku, MakCUMallbHOE Ha3HAUEHUE Mpemnapara 10 3-4 pa3 B CyTKH U
He Oosnee yeM 30 MI/Kr/cCyTKH, 0O€CIEeYMBAIOT JOCTATOYHOE MOCTYIJICHUE >KUJIKOCTH, IPU 3TOM
UCTIOJIE3YIOT PACTBOP IITFOKO3BI M MAIBTOJACKCTPUH (TIPU WX OTCYTCTBUU - CIIAJIKHIA KOMITOT, KHCEITh)
B 00beMax, yka3aHHBIX B Tabmuie 12.

[Ipy cTaOUIBbHOM COCTOSHUHM TAIlMeHTa Ha TPOTSHKEHHH BCETO HAOII0AaeMOro mepuoia
MPOJIOJDKAIOT TUIAHOBYIO METa0OJIMYECKYIO TEPAIUIo U MMOCTENICHHO BBOJAT HATYPAJIbHBIN OEIOK 10

paspenieHHO HOpMBI B TeueHue 24-48 qacos.
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C nosiBieHUEM MEPBBIX MPU3HAKOB META0OIMUECKOro KpH3a, He JOXKHUIAsACh IPUX0/a Bpaya,
CIIe/IyeT YBEIMYUTh 103y MepopalibHOro (depe3 pot) L- kapautrHa 10 200 MIr/MI/CyTKH.

Ta6mmma 12. OCHOBHBIC IPUHITUIIBI TEPAITUUA HA IOMY

A. YrieBonasl MasnbTOIeKCTPUH

Bo3pacr (11er) O0beM xKuaKocTu (MII) B ICHb 4epe3 poT

0-1 MunnmansHo. 150 Mir/kr

1-2 120 mn/kr

2-6 1200-1500 B cyTku

Crapuie 6 WuTeHcuBHAs Tepanus MPOJI0JDKASTCS B TOM K€ 00beMe, U4To U B Bozpacte 2-6
JIET, BO3MOKHA WHIMBUAyalIbHAS aJanTaius 00beMa u J03bl.

Poaurenun 0oabHoro IIA, a B gajbHeilieM M €caM NAIMEHT J0JLKHbI ObITh 00Yy4YeHbI
NpPaBWJIaM OPraHu3alui Tepanuu B MEXKINPUCTYNHbI Mepuox M B TMEPHO] YIPO3bI
MeTa00JIM4eCKOro Kpu3a.

Y pebenka npu cefe Bceraa q0/1:KHA HAXOAUTHCS MAMSITKA ¢ YKa3aHHEM HeOTJIOMKHBIX

MepPONPUSATHII B IEPHO HAUYMHAIONIET0Csl MeTA00JINYeCKOro Kpu3a.
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Ipuaoxkenue I'l. Cxema MeTad0/M4eCKUX MPOIECCOB NMPU MPONMUOHOBOI

anuJaeMHuu

N3onenuun,

PaumoH 6onbHoro | MeTnoHuH,
TpeoHuH

YKupHble KUCMOTbI ¢ HeYeTHLIM Yncriom C-aTomoB
MN36bIToK MHXK

I'IponVIOHVIJ'I KoA | L-meTunmarnonmn-KoA |4|:|—' CyKLMva KoA

|
' Mponuonun-KoA MeTunmanonun-
. kap6okcunasa ‘\ KoA-myTasa
A}
' s
i EUOTUH . AneHosun- Linkn
| s KoBanamuH Kpe6ca
: \
1 N
Y R
" MponuoHosas kucnota " || MeTunmanoHoBsas KucroTa ||

L-KapHUTUH

" [MponnMoHun-kapHUTUH ||

l

3JKckpeLus ¢ MoYoi

Merabonuueckue OJIOKH BBIJCIICHBI FO.]'IY6BIM OBCTOM (I'HPOHI/IOHOBa}I, 2-METUIMAIIOHOBAS

aLII/I,I[CMI/ISI), IMaTOJOTHYECKHE METAOOIUThI BBIJCICHBI IBOMTHON paMKOfI.
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Ipuioxkenue I'2. Hopmbl pu3H010ru4ecKoil NOTPEeOHOCTH B OCHOBHBIX

NUIIEBbIX BellECTBAX U IHEPIrUM sl 310POBBIX JeTel

Tadauua 1 - CpegHecyTouHbIE HOPMBI MIOTPEOHOCTEN B OCHOBHBIX MUIIEBBIX BEIIECTBAX U SHEPTUU

JUTSL IETEH TEepBOTo I'oJia )KU3HM (Ha KT MacChl TeJia)

OHeprus benok Kupsl VYriieBoabl
Bospact (mec.)
KKaJl/ KT I/KT I/KT I/KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 29 55 13

Ta6auna 2 - HopMbl pu3nonornyeckoit moTpeOHOCTH B OCHOBHBIX MUIIEBBIX BEIIECTBAX U YHEPTHU

JUISL 37I0POBBIX JIETeH crapiie roga’™

Bospact Oueprus kkan | benok, r/cytku | XKupsl, r/cyTku | YTaeBoIbl, I/CyTKA
ot 1 roma go 2 ner 1200 36 40 174
oT 2 et j0 3 ner 1400 42 a7 203
ot 3 go 7 net 1800 54 60 261
or7 mo 11 mer 2100 63 70 305
ot 11 go 14 ner ManpUUKH 2500 75 83 363
ot 11 no 14 ner neBoYkHU 2300 69 77 334
ot 14 1o 18 jet roHOIM 2900 87 97 421
ot 14 no 18 ner neBymku 2500 76 83 363

* -0na Oemetl ¢ NPonuUoOHOBOU ayudypueu cmapuie 200a nompeoneHue 0eika No CPABHEHUI) C
VKazauuviMu 6 mabauye ymewvuwiaemcs Ha 10-25% 6 sasucumocmu om gopmwsl 3ab601e8anus,
MANCECMU COCMOAHUS U HYMPUMUBHO20 CIAMYca peOeHKd.
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Ipuiaoxkenue I'3. IlorpedOHOCTH B METHOHMHE, TPEOHUHE, BAJIMHE, H30JICHIIMHE Y

NanueHTOB MeTHJIMAJIOHOBOM alnuieMueil B 3aBUCUMOCTH OT BO3pacTa

Ta6aunma 1 - OpueHTupoBoUHas MOTPEOHOCTh B METHOHUHE, TPEOHHHE, BaJlMHE, M30JICUIIUHE Yy

0O0JIBHBIX MPONMOHOBOW allUAYpHUEN B 3aBUCUMOCTH OT BO3pacTa

Bospact CytoyHasi noTpeOHOCTh B aMUHOKHUCIIOTaX

00JIbHBIX W3oneinnH MeTnoHuH ‘ Tpeonun Banun
JETU  TPYJHOTO MI/KT Macchl Tela

BO3pacra

0 -3 wmec 75-120 30-50 75-135 75-105
3 - 6 Mec 65-100 20-45 60-100 65-90
6 - 9 mec 50-90 10-40 40-75 35-75
9-12 mec 40-80 10-30 20-40 30-60
JIETU cTaplie MI/IEHb

1 rona

1-4rona 485-735 180-390 415-600 550-830
4 -7 ner 630-960 255-510 540-780 720-1080
7—11 ner 715-1090 290-580 610-885 815-1225

Tab6muna 2 - Cnoeuuanu3upoBaHHbIE NPOAYKTHI HAa OCHOBE AaMHUHOKHCIOT

TpPEOHHUHa, BaJinHa, u3oneinuna (B 100 r cyxoit cmecn)*

0e3 METHOHHHA,

HaumenoBanue benok Kup, YraeBosl, DHepreTH- Bo3zpacr

MPOIYKTa (3kB.) T r r yeckas IPUMEHCHHSI
LICHHOCTh, KKall

XMTVI Anamix 13,1 23 49 8 469 or 0 1o 1 roxa

infant

XMTVI Maxamaid 25 <0,5 51 309 crapie 1 roma

XMTVI Maxamum 39 <0,5 34 297 crapmie 1 roga

«Hytpuren 14 14 23 50,5 471 ot 0 10 1 rona

-tre,- met, —val,- ile»

«HyTtpuren 20 20 18 50,4 444 crapmre 1 romga

-tre,- met, —val,- ile»

«HyTtpuren 40 40 13 31,6 403 crapmie 1 roga

-tre,- met, —val,- ile»

«Hytpuren 70 70 0 4,5 298 crapue 1 roga

-tre,- met, —val,- ile»

*-IIPOAYKTHI 3apETUCTPUPOBAHbI Ha TeppuTOopuH rocynapcts TamoxkenHoro Coro3a.
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IIpunoxenue I'4. llpumepHbIi CyTOYHBbINH HA0OP NPOAYKTOB, €r0 XUMHYECKUH

COCTAB M DHEPreTHYeCcKasi IeHHOCTD JJIsl IeTel JOIKOJIbHOT0 BO3pacTa ¢

NPONMOHOBOM anuaeMuen

Komnyectso, XUMHUYECKUH COCTaB, T DmepreTHucckas
IIponykTsl r (M)
OCIIKH | JKHUPBI | YIJICBOJIBI LICHHOCTD, KKl
Xi1e0 HU3KOOEIKOBBIN 140 1,06 3,5 84,2 378
X1e600yn0YHbIC U3ICTHS 30 0,23 2,7 194 105
Cyxas cMech HU3KOOEIKOBast 54 0,87 1,8 50 79,3
BepMmuiens Hu3ko0emkoBas 13,7 0,12 0,08 11,2 479
Kpymna nuskobenkoBas 25 0,2 0,5 21,6 90
Cyxoit 6e30€TKOBBII HAITUTOK 24 5,0 17,2 114
Macio cIIMBOYHOE 20 0,1 16,5 0,16 149
Macio TorreHoe 10 0,03 9,8 0,06 88,7
Macno pactutensHOe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprodens 100/70 1,4 0,28 11,4 56
Kanycra cBexas 55/44 0,79 0,05 2,1 11,9
MopKkoBb 95/76 0,98 0,07 4.8 25,8
Csekna 60/48 0,72 0,05 4,32 20,2
Kabauxu 25/19 0,12 0,06 1,0 4,75
Orypiisl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
ITomuopel 15/13 1,3 0,03 0,49 3,0
Tomar-mtacra 8/7 0,35 - 1,33 7
JIykx perryarsbIii 5/4 0,05 - 0,32 1,45
Kroksa 10 0,05 - 0,38 2,6
Coxu 100 0,5 - 11,7 47
DPYKTHI CBEXKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI cyxue 10 0,3 - 5,05 22,7
3a cyeT HaTypaIbHBIX 95 70 258 1700
IPOJYKTOB
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Ipunoxenne I'S. MeTa60/im4ecKuii KOHTPOJIb, MOHUTOPUHT JHETHYECKOI0

JICYCHHUS, HYTPUTUBHOI'0O CTATyCa 1 BOBMOKHBIX OTAAJCHHBIX OCJIOKHEHHUH

3a00J1eBaHUA*

HUccnenosanue

Yacrora

AMMUuak, ra3pl KpoBH, JIAKTAT

B xaxxnp1ii BUBHAT

AMWHOKHCIIOTHI TUIa3MbI KPOBH
(mocne 3-44 rosioganus)

1 pa3 B 3-6 mec

MeTunmManoHOBass KMCIIOTa
B I1J1a3M€ 1 MOYC

1 pa3 B 3-6 mec

CBo6oanbIit kapHuTHH (TMC)

1 pa3 B 6-12 mec

KoHTposb queTs! (MuieBoi JHEBHUK )

B xaxxaplit BU3UT

AHTpOTIOMETpHUS

B xaxxaplit BU3UT

KimHnueckuit ocMoTp

B xaxnp1ii BUBHAT

AnpOymMuH, peanbOyMUH KPOBU

1 pa3 B 6 MecsiiieB

CocTosHME KOCTHOM TKaHM (Kanblui, gpocdop,
®, marawuii, naparropmoH, 25-OH Butamun
D B miia3me kpoBu

1 pa3 BTOZ,
P MIOPAKEHUU TIOYEK YaIle

[{unk, ceneH, GeppuTHH,
donmeBast KUCI0Ta, BUT B1o

1 pa3 B rog

OcMoTp HEBpoOIAaTOJIOTa

Kaxxawlii BU3UT

Omnpenenenue riaoMepyiIsipHON U TyOynaspHOU
byHKIIMM  MOYeK (KpeaTHHWUH, MOYEBHHA,
AJIEKTPOJIUTHI, ucTaTuH C, MOYeBasi KUCIIOTa,
AIIEKTPOJIUTHI U OETTOK MOYH )

1 pa3 B 6-12 mecsueB, HaunHasg ¢ 6 JIeT, WIH
paHblIe NpPHU HATMYUU MPU3HAKOB MOPAKEHHS
MOYEK

HaHeraTI/ILICCKaSI aMuJjia3a, JuIia3a

1 pa3 B 6 Mec

Kapauonoruueckoe o0cieaoBanme
(OKT', 9XO-KTI')

B MOMeHT uarHocTuku 3a00JIeBaHus,
nanee 1 pa3 B roj nocie 6 Jer

Koruurusnsie pynkiuu (1Q)

Jlnist onpeieieHHOTO BO3pacTa

O¢ranbemonornueckoe odcaea0BaHNE

1 pa3 B roa nocie 6 ner

29I, MPT, cypnonoruueckue TeCThI

I1o nokazanusm

CroMaToJioruuecKast HIOMOIIb

He pexe 1 pasa B ron

*- amantupoBano u3 Matthias R Baumgartner et al. 2014.
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I[puioxkenne I'6. PaciinppoBka npumedanuii

... — JIEKapCTBEHHBIA mTpemapar, BXoAsmmii B llepedeHb KU3HEHHO HEOOXOIUMBIX H
BAKHEWIIMX JIEKAPCTBEHHBIX MPENapaToB Uil MEAUIMHCKOro mnpuMeHeHus Ha 2016 rop
(Pacnopspxenue [IpaBurenbctBa PO ot 26.12.2015 N 2724-p)

...BK — JIEKAPCTBEHHBIN IIpenapar, BXOAAIUN B [lepedueHsb 1eKapCTBEHHBIX MPENapaToB AJIs
MEIUIIMHCKOTO NPUMEHEHHUs, B TOM YHCJIE JIEKQPCTBEHHBIX IMPENaparoB Uil METUIIUHCKOTO
NPUMEHEHHUS, HAa3HAYAaeMBIX [0 PEIICHHUI0 BPaueOHBIX KOMHUCCHI MEIUIUMHCKUX OpTraHU3alfii

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
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