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JIHK — ne30kcupruOOHYKIEHHOBASI KUCIOTA
KIIIC — KUCTOTHO-IIETIOYHOE COCTOSTHUE

MPT — marauTHO-pe30HaHCHas TOMOTpadust
TMC — meToa TaHAEMHON MacC-CIEKTPOMETPUH
ITA — nponoHoOBas auuaAEMuUs

V3U — ynbTpa3zByKoOBOE UCCIIECIOBAHUE

P — menounas docdaraza

OKI' — anexTpokapauorpadust

Ox0KI" — axokapauorpadus

O0I" — anekTposuuedanorpadus

TepMUHbI N onpeaeneHns

I'eMoananu3 — MeTOJ] BHENOYEYHOIO OYUILEHHUS KPOBH, BO BpeMs KOTOPOTO IMPOUCXOIUT
yJdaJleHue M3 OpraHu3sMa TOKCHUYECKHX HPOAYKTOB OOMEHAa BEILECTB, HOpMAaM3alusl HApyLIEHUH
BOJHOTO M 3JIEKTPOJUTHOrO OajJlaHCOB, MPH 3TOM OYHILEHHE KPOBU OCYILECTBIIAETCS 4Yepe3
HCKYCCTBEHHYIO MeMOpaHy ¢ IPUMEHEHHEM ammapara "UCKyCCTBEHHasl oJka'.

MeTaboarueckuii Kpu3 — KpUTHYECKOE, YIPOJKaIOIIee KU3HU COCTOSHUE, CIIPOBOLIMPOBAHHOE
HeOIaronpusTHBIMM ~ (hakTopamMu, O0OYyCIAaBIMBAIOIIMMU  YCHJIEHHE TIPOLIECCOB  KIIETOYHOTO
KaTaboJIM3Ma C HAKOIUIEHUEM TOKCHYHBIX MPOMHOHOBBIX IMPOU3BOAHBIX U MPOSBISIONIEECS OCTPO
BO3HUKIIEH 3HIIe(anonaTuell, IpucTynaMu pBOTHI, CyJJOPOraMH.

IleputoHEanbHBIN IUANN3 — METOJ BHENOYEYHOI'O OUMIICHMS KPOBH, BO BpPEMs KOTOPOIO
MIPOUCXOJUT yJaJIeHHE W3 OpraHM3Ma TOKCHUYECKUX MPOAYKTOB OOMEHa BEIIEeCTB, HOpMaJIU3AIUs
HapyLEeHUH BOAHOTO M 3JEKTPOJUTHOrO OAllaHCOB, NMPH 3TOM OYHUIIEHUE KPOBH MPOU3BOIMUTCS 32
CUET CMEHBI CIELUAIBHBIX PACTBOPOB B OPIOIIHON IMOJIOCTH, @ B Ka4eCTBE MEMOpaHbI BBICTYHAET
OpIoIIKHA MallUeHTa.
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1. Kpatkaa wuHcdopmauma no 3aboneBaHUO WU COCTOAHUIO (rpynnbl
3aboneBaHU UM COCTOSAHUN)

1.1. OnpepeneHne 3aboneBaHWA UNIU COCTOSIHUA (rpynnbl 3aboneBaHUn uUnNu
COCTOSIHUN)

[IponnnoHoBast aumngemusi (anuaypusi) — TEHETUYECKM TE€TEPOre€HHOE HAacClIeJCTBEHHOE
3a00JIeBaHME W3 TPYIIBI OPraHMYECKUX alaypuii, o0ycinoBieHHoe AeduuntoM mponroHmI-KoA
KapOOKCWJIa3bl, YTO BeAeT K OJIOKUpOBaHMIO OOMEHa IPONHOHATOB HAa YPOBHE IIEpexoia
nponoHWI-KoA B MetmimManoHnia-KoA wu HapymeHHio Meraboiau3ma psga aMHHOKHCIOT
(M30JIeHIMH, BaJIMH, TPEOHUH, METHOHUH), a TaKXK€ UPHBIX KUCIOT C HEYETHBIM YHCJIOM aTOMOB
yriaepojia 1 X0JaecTeprHa.

1.2. 3tuonorma M natoreHe3 3aboneBaHMA WNU COCTOSAAHMA (rpynnbli
3aboneBaHU NN COCTOSAAHUN)

BBI)IGJ'I?HOT ABa TCHCTHUYCCKHM TCTCPOrCHHBIX, HO KIMHHUYCCKU CXOJHBIX BapHaHTa

nporroHoBoi anmaemud (tur [ v tun I1), 06yCI0BIEHHBIX JeUIMTOM a- W B-cyobennnuL
nponuoHmI-KOA-kapObokcuaaspl, KOTOpas ydacTByeT B MeTaboiu3Me u30JeilHa, BajuHa,
TPEOHMHA, METUOHMHA, )KUPHBIX KMCIOT C HEYETHBIM YHCIOM YIJIEPOJHBIX ATOMOB M XOJIECTEPUHA.

T'en PCCA, xoaupyromui a‘Cy6T>eHHHHHY, JIOKAJIM30BaH Ha JUIMHHOM ILIEYE XPOMOCOMBI 13 —

13932, ren PCCB, xoaupyromuii B-cyObeMHULY _ ya nmummom miede XpOMOcoMEI 3 — 3021-
g22 [1].

Tun HacnenoBanus nponuoHoBou anuaemuu I u Il Tuna — ayrocCOMHO-pEIeCCUBHBIM.

[laTorene3 3aboneBaHUsl CBSI3aH C HAKOIUIEHHMEM IPOU3BOJIHBIX IMPOMHUOHOBON KHCIIOTHI
BCJICJICTBUE OJIOKMPOBaHUS 0OMEHa Ha ypoBHE mepexoja nponuoHwi-KoA B Metunmanonmi-KoA.
[IpeniecTBeHHUKaMU MPOTMOHATOB B OpPraHU3ME CIYXaT aMHUHOKUCIOTHI H30JIEMIIMH, BaJMH,
TpeoHUH U MeTHUOHHH (50% o01ero KojiMyecTBa MPONUOHATOB), KUPHBIE KUCIOTHI C HEUETHBIM
YHICIIOM aTOMOB yrjepojaa U xoJjiecTepuH (25%); ocranmpHas 4acTh MPOMUOHATOB oOpasyeTcss B
KHUIIEYHUKE B pe3yibTaTe JeATEIbHOCTH OHHAOTEHHOHN Quiopbl. HaxomieHue mnponrMOHOBOM,
TUAPOKCUIIPONMOHOBOM, METUJUIMMOHHOM  KHCIOT M HMX MPOU3BOJHBIX MPUBOJUT K
MeTab0JIMYEeCKOMY KETOalMI03y U OKa3blBaeT TOKCHYECKOE BO3/CHCTBHE HA pa3IUYHbIE TKaHHU,
MPUBOJIS K JKUPOBOH JereHepaluu IMEYeHU, KapIUOMHUOIATHUHU, aTpoPUH pa3IMUHBIX OTJIEIOB
TOJIOBHOTO MO3ra, YrHeTeHWI0 (YHKIUMM KOCcTHOro Mosra. Kak cneactBue BO3HUKAaeT
TUIEPaMMOHUEMHUS], TUIEPTIUIMHEMHs], TUMOTIUKeMus. [lOBBIIIEHHBI ypOBEeHb B KPOBH U
BBICOKAs TIOYEYHAs SKCKpeLHWs TMPONMHOHUIKAPHUTHHA OOYCIOBIMBAIOT HCTOLICHHE 3aMacoB
KapHUTHHA U ero BTOpu4HbINA Aeuuur. Cxema MeTabOIMYECKHX HapyIIeHUH, HAOIIOJArOIINXCS
MIpH MPOTIMOHOBOM anuaeMuu, npeacrasieHa B [Ipunoxxennn A3.1.

1.3. Anngemuonorus 3aboneBaHusa UNM COCTOAHUA (rpynnbl 3aboneBaHun unun
COCTOSIHUN)

- 3a0oneBaHMe BCTpEYaeTCsl B PA3IMUHBIX MOMyIAlusaX. YacTtoTa cpeld HOBOPOXKIAECHHBIX B
ctpanax EBponsl 1:100000 u CIIA — 1:242741. B vactu crpan A3um u bimxuero Bocroka, B
KOTOPBIX pacrnpocTpaHeHbl OIM3KOpoACTBeHHble Opaku — oT 1:2000 (Hampumep, B CaynoBcKoi
Apasun) 10 1:40000 [2, 3,].
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1.4. OcobeHHOCTU KoAuMpoOBaHus 3aboneBaHUsi WM COCTOSAAHMA (rpynnbl
3aboneBaHun unu coctosiHun) no MexayHapoaHOMW cTaTM4eckon Knaccudukaumm
6one3Hen n Nnpo6nem, CBA3aHHbIX CO 340POBbLEM

E71.1 — [ipyrue Buabl HapyleHus 0OMEHa aMUHOKHCIIOT C Pa3BETBICHHOM LIETIbIO.

1.5. Knaccudukauua saboneBaHms Unu coctosHus (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

Br1ensror 1Ba TeHETHYECKH TeTePOreHHBIX (KIMHUYECKH CXOJIHBIX) BapUaHTa MPOITMOHOBOM
arunemun — tan [ (myramuu resa PCCA) u tun Il (myranuu rena PCCB — BcTpeuatotces yaige).
Kpome Toro, 3aboneBaHue uMeEET JBE€ KIWHUYECKHE (QOpPMbI B 3aBUCUMOCTH OT CpPOKOB
MaHU(ECTallMM ¥ THKECTH MPOSBICHWH, YTO, TMO-BHIMMOMY, CBSI3aHO CO CTETEHBIO
MeTaboIMuecKoro Aedexra — HeoHaTaldbHas U MiaJieHuecKast (MM MO31Hss) GOPMBIL.

1.6. KnuHuyeckas KapTuHa 3aboneBaHUs WNM  COCTOSAAHMA  (rpynnbl
3aboneBaHU UNN COCTOAHUN)

Heonaranphas ¢opma ITA manudectupyer Ha mnepBoi Helene >KU3HH, XapaKTEepHU3yeTcs
OCTPBIM Ha4aJioM, KpHU30BBIM TeueHHWeM. HalmromaeTrcst oTka3 OT efpl, pBOTa, 00E3BOKHMBAHHE,
noTeps Beca, Auddy3Has MbIIICYHAs TUIIOTOHUS, TUIOTepMHus. J[0CTaTOYHO OBICTPO pa3BUBAETCS
HapylIeHne Co3HaHus (Jietaprusi, koma), cympoporu. [Ipu 1abopatopHOM HCCIIETOBAHNHT BBISIBIISETCS
BBIPOKEHHBIM MeTa00IMYeCKUil anuio3, TUMEpKeTOHeMHs, TunepaMMoHueMus. BeposTHOCTh
JIETAJIbHOTO MCX0/1a B MEPHOJ META0OIMUECKOTr0 Kpu3a MpHu HeoHaTtanbHOU hopme okoio 40%.

[Ipn MnageHdeckoit (MH(paHTHUIBHOW) (hopme 3a0o0JieBaHHE MPOSBIACTCS METAO00TMYCCKUMU
KpU3aMH, KOTOpbIE MPOBOIUPYIOTCS MPUEMOM OOJBIIOr0 KoJindecTBa OenkoBoi mumiu, OPBU,
KUIIEYHBIMU HMHQEKIUSIMH U APYruMHu (aKTOpaMH, aKTUBUPYIOIIMMH MPOIECCHl KaTaboju3Ma.
PanHuMu mnpuszHakaMu ~ MeTabOJIMYECKOTO Kpu3a  SBJISIOTCS  BSUIOCTh, COHJIMBOCTb  HIIU
pa3IpakUTEeNbHOCTh, OTKAa3 OT €lbl, pBoTa. HeBposornueckue paccTpoicTBa MPOTPECCUPYIOT
BIUIOTh JI0 CONOpa WJIA KOMBI, KOTOpPbIE MOLYT IPHUBECTH K JIETAIbHOMY HCXOAy. TsKecTb
COCTOSIHUS, TJaBHBIM 00Opa3oM, OMNPENENAeTCs BBIPAKEHHBIM METa00JIMYECKUM KETOalla030M,
TUIIEPAaMMOHHUEMUEH, B PSJE CIIy4aeB — TUIOTIIMKEMHUEH.

[lo npanHBIM JuTEpaTypbl, Yy OoJsbIIMHCTBA manueHToB ¢ IIA BbIABIseTCS 3aaepikKa
(bu3MYECKOTO Pa3BUTHSA U TICUXOMOTOPHOTO DPAa3BUTHS, YacThIMH HposiBieHusMH [IA sBisercs
SKCTpanupamMuHas CHUMITOMATHKa (XOopes, TpeMop, THKH, 0auM3M U Jp.), MHCYIBTOMOJA00HbIE
snu3onabl. Y 50% pnerteil pa3BUBAaeTCS CYIOPOXKHBIM CHHAPOM: TOHMKO-KJIOHHMYECKUE CYIOpPOTH,
abcancel, MuokiIoHHMH. Y  20-30% manmeHToB — HaOmroaeTcs — OWIATAllMOHHAS WA
runeprpoduyeckas KapAUOMHUONATHS, HAPYIICHUS pUTMa cepiaua — yuinHeHHbI uHTepBan QT.
Taxxke omucaH OCTpBIM MaHKPEATUT, aTpodus 3PUTEIHHBIX HEPBOB, APUTEMATO3HBINA IEPMATHUT.
Hetu wyacto OGoneror OPBHU, xkumieyHbiMH UHPEKIUSAMU. Y MalMEHTOB CTapIIero BO3pacra
pa3BuBaeTcss  MHKpoledanus, YMCTBEHHass OTCTalIOCTh, CHMIITOMATHYECKas  OSIUJICTICUS,
pPE3UCTEHTHAs K MPOBOJMMON (apMaKkoTepanuu, CacTUYECKH TeTpamapes3, SKCTpanupaMuaHbIe
HapyieHus. Bo3MOXXHO pa3BUTHE BHYTPUYEPEITHBIX KPOBOM3IUAHUIA [1].

2. [InarHocTtuKa 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHUMW WU
COCTOSIHUW) MeAULMHCKME MNOKa3aHMA W MPOTUBOMNOKAa3aHUA K NPUMEHEeHUIo
MeTO[0B ANarHOCTUKMU

I[I/Ial“HOCTI/IKa IIA ocHOBaHa Ha aHaIH3e pOIlOCHOBHOﬁ, OIICHKEC JaHHbIX aHaMHE3a,
KIMHUYCCKUX HpOHBJ’ICHHﬁ, pe3yiibTaTax ONpPEACICHUSA KOHICHTPpALIUN aMUHOKUCIIOT (HSOHGﬁHHHa,
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BaJlMHA, METUOHHMHA, TPEOHWHA, TJIMIIMHA) B KpOBH, mnpormuoHmikapautuHa (C3) u cB0OOHOTO
kapauTuHa (CO) B KpOBH, IOYEUHON IKCKPELUU OPTaHUUECKUX KUCIOT — 3-THAPOKCUIIPOITHOHOBOH,
METWUTUMOHHOM, MPONMMOHWII- U TUTJIMITJIUIIMHA.

2.1. XKano6bl n aHamMHe3

[Tpu cOope anamHe3a u kajo0d PeKOMEHI0BAaHO 0OpPAaTUTh BHUMAHKE HA CISAYIOIINE KAIOOBI
M aHAMHECTHYECKUE COOBLITHSI:

- OTATOIICHHBIN CEeMEWHBIN aHaMHe3 (Ham4re B ceMbe 00sibHOTO ¢ [TA, ciydaeB BHE3armHOM
CMEpTH JeTel B paHHEM BO3pacTe)

- BHE3AITHOE YXY/IIIEHHE COCTOSHUS Ha (POHE MOJIHOTO 370poBbs uiu OPBU,

- HAPYIICHUA BCKapMJIMBAHU A,

- YacCThI€ CPBITMBAHUS/PBOTY;

- YTHETEHHUE CO3HaHMS;

- BSUJIOCTB, CJIA00CTh, COHJIIMBOCTH;

- Cy/10pOry;

- OecriokoifHOE MoBeIEHHE, MJIAKCUBOCTb;

- MIOBBIIIIEHHOE NTOTOOT/IETICHHE;

- MBIIICYHYIO TUITOTOHUIO/MBIIIIEYHBII TUIICPTOHYC

- HerOI/I3BOJ'II)HI)Ie/HaCI/IJ'II)CTBeHHI)Ie JABHXKCHUA,

Havaso 3a0oseBaHus B IETCKOM BO3PACTe MOXKET OBITh CBSI3aHO CO CIICTYIOMUMU (DaKTOPAMH:

- ynoTtpebseHue OOJIBIIIOT0 KOJIMYeCTBa OEIKOBOM MHUIITH

- JUTMTENBHOE TOJIOJJAHHWEe, HEOTPABIAHHBIC OTPAHUYCHUS B JWETE, HU3Kas KaJOPHWHOCTH
MUIIIEBOTO PaIMOHA,

- UHTCPKYPPEHTHBIC  PECIHPATOPHBIC WM  JKEIYJOYHO-KHIIEYHbIE HH(EKIIMOHHBIC
3a00JICBaHNS;

- (pu3MUecKas WM ICUXO3MOIIMOHATTbHAS HAarpy3Ka.

2.2. dDusnkanbHoe obcnegoBaHue

HpI/I OCMOTpC HCO6XOI[I/IMO 06paTI/ITB BHUMAaHHE Ha CICAYIOIIHWEC OCHOBHBIC KIMHHWYCCKUEC
IIPOABJICHUA:

HEOHATAJILHBIN TIEPUO]T

- CPBITMBAHU/PBOTA, OTKA3 OT €]IbI

- 3aJIepXKKa (PU3UIECKOTO Pa3BUTHSI

- 3aJIepP)KKa MOTOPHOTO Pa3BHUTHSI;

- BSUIOCTb, COHJIUBOCTB;

- YTHETCHUE CO3HAHMUSI,

- MBIIICYHAs] TUTIOTOHUS/MBIIICYHBINA THIIEPTOHYC

- MIpaMHIHbIE HapyIIeH!s (IOBBIIICHUE CYXOKUIBHBIX Pe(IIEKCOB);
- TpeMmop;

- CyJOpOTH;

ACTU NEPBBIX JICT ) KU3HU

- OIIU30JUYCCKH BO3HUKArOMIIast pBOTa

- 3aJICPIKKa IICUXOMOTOPHOTO U IICUXOPCUCBOT'O pa3BUTUA;

- UISMCHCHUC MBIIICYHOT'O TOHYCa (MBIH.IC‘-IHaSI THUITOTOHUS/MBIIICUHBIN FI/IHCpTOHy'C)
- HCPUOAUYUCCKAA aTaKCUusa, TpEMOp;
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- CyI0pOry;
- UHCYJIBTOTIOJJOOHBIE COCTOSTHHS,
- KapAMOMHUOIIATHU,

- HapyLICHUS pUTMa Cepaua,

- OCTpBII TAHKPEATHUT.

[MogpoOHO nanHBIE (HU3MKATBHOrO OOCICIOBAaHUS OMHUCAaHBI B pasjene "KIMHWYECKas
KapTuHa'.

2.3. HaﬁopaToprle AnarHoctn4yeckKkume nccrnegqoBaHus

- PCKOMGHHOBaHO ImanueHTam C KIIMHNYCCKUMUAU IMpU3HaKaMH" ITA IMPOBECACHUC
KOJIMYECTBEHHOTO OTpE/CIICHUsT YPOBHS aMHHOKUCIOT B KpoBH (KomruiekcHoe ompeneneHue
KOHICHTpalMK AaMUWHOKHCJIIOTBI W AlUJIKAPHUTHHBI B KPOBH, Komimiekcuoe ONPCACIICHUC
KOHIOCHTpallMK aMWUHOKUCIIOTBI MW AaOWJIKAPpHUTUHBI B KpPOBH MCETOAOM TaHI[eMHOﬁ Macc-
CHEKTPOMETPUHM) C IeIbI0 TMOATBEpXKACHUs auarHo3a I[IA OHOXMMHYECKMMH METOJaMu |
g depeHnrnaibHON TUarHOCTUKU C IPYTMMH HACJIEICTBEHHBIMHM HapYIICHUSIMH OOMEHa BEIECTB
[1,4,5,6,7].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMmMenTapuu: B mia3Me KpoBU (WIM B TSITHAX BBICYIIEHHONW KpPOBH) BBISBIISIIOT
KOHIOCHTpAOUKO aMHWUHOKHCIIOT W aAlWJIKAPHUTHHOB: IIPU HpOHI/IOHOBOI\/'I anuaypun Ha6J'IIOJIaeTC$I
MOBBIIIEHNUE KOHLEHTpauuu nponuoHunakapuutuHa (C3), HH3K0oe cojaepKaHHEe CBOOOJAHOIO
kapautuHa (CO0), moBeimenue cootHomeHnus C3/CO u C3/C2. VpoBeHb JnelIMHA, W30JICUIIMHA,
BaJIMHAa, METHOHWHA B KPOBH Yy TAIMEHTOB MOXET HAXOTUThCS B Ipelesiax HOPMBI, YTO HE
MO3BOJISICT HA OCHOBAaHWM aHAJIM3a aMHHOKHUCIIOT TOATBEPAMTH MM MCKIIOYHUTH 3a0oieBaHue. Y
MHOTHX ITallACHTOB TOBBIIIEH ypPOBEHb rimiuHA. OIHAKO 3TO HE SBISIETCS CHEIU(PHYHBIM U
HaOJTI0/1aeTCsl IPH IPYTUX HACIIEACTBEHHBIX HAPYIICHUSX 0OMEHa BEIIECTB.

- PexoMeH10BaHO MalMeHTaM ¢ KIMHUYECKUMU npu3HakaMu [TA koMIiekcHOe onpeseneHue
colepkaHus opraHudeckux kuciaor B wmoue (Kommiekc wccnenoBaHuil aisi JUArHOCTHKHU
OpraHMYECKUX alUIypHii) ¢ 1eNbl0 MOATBEepkKAeHUs Auarno3a [1A OnoXuMU4YeCKMMH METOJAaMU U
g depeHnnaibHOM TUarHOCTUKU C IPYTMMH HACJIEICTBEHHBIMH HapYIICHUSIMH OOMEHa BEleCTB
[1, 8].

VYpoBenb yoeautenbHocT pekoMmenaanuii C (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu: XapakrepubiM s [IA  sBisercs MOBBIMIEHWE KOHIGHTpAUuu 3-
TUAPOKCUIIPOIMOHOBOM, METHIUIUMOHHOM, 3-TUAPOKCU-N-BaJIepUAHOBON KUCIIOT, TUTJIMITIHUIINHA,
Taxxe Moryr OBITh TOBBIIIEHBI 2-METHUI-3-OKCOBAJIEPHAHOBAsE KHUCIOTA, 3-THIPOKCU-2-
MEeTUJIMAcIsiHAs KHUCIOTa, 2-MeTHII-3-OKcoMmacisHas KucioTa. KoHIeHTpauus MEeTHIMAaTOHOBOM
KHUCIIOTBI B HOPME, YTO MO3BOJIAET MPOBOAUTH MU depeHInaTbHYI0 JUAarHOCTHKY ¢ MMA.

- PexoMeHmoBaHO IallM€HTaM C BBIABIEHHBIMH OHOXMMHUYECKMMH H3MEHEHHSIMH,
xapakTepHbIMu A [IA, nns moATBEpKJI€HUs IUMarHo3a MPOBOJUTH MOJEKYJISPHO-T€HETUYECKOE
UCcleoBaHue C 1enbio BoisiBIeHus MmyTanuii B reHax PCCA, PCCB (Kommieke uccnenoBanuil s
JMArHOCTUKU OPTaHMYECKUX alUAYypHid) C IeNbI0 MOJEKYISPHO-TEHETHYECKOTO MOATBEPKACHUS
muarsosa ITA [1, 4, 5, 6].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMeHTapuu: B OOJNBIIMHCTBE CIy4aeB BBISBISIOT OMalieNbHbIEC MAaTOTEHHBIE BapHAHTHI B
renax PCCA, PCCB, 4to sBAsieTCSI OCHOBAaHHMEM [JJIsi  MOJIEKYISIPHO-TE€HETHUYECKOTO
MOATBEepKAeHUsT nuarHoza. OIHaKo, eciu OOHApY)KEH TOJbKO OJMH TMATOTEHHBIW aljiellb WU
W3MEHEHUNM B JAHHBIX TI'€HAaX HE BBIABJICHO, JMArHO3 HE MOXKET OBITh HCKIIIOYCH, €CIIH
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IIPUCYTCTBYIOT KIMHUYECKHE M OMOXMMHYECKME JaHHble, yKkasbiBarouiue Ha IIA. M3meHeHus B
reHax MOTYT IPEACTABIIATh KPYIIHbIE IEPECTPOUKHU, MyTAL[UU CAlTa-CIUIAMCUHIA, KOTOPBIE CII0KHO
BBISIBUTH C IPUMEHEHUEM CTAHJAPTHBIX METOJ0B MOJIEKYJISIPHO-TE€HETUYECKOIO aHAIN3A.

- PekomeHz0BaHO mMalMeHTaM ¢ KIMHUYECKHMMHU Tpu3Hakamu [IA wuccienoBanue oOIIero
(KIMHMYECKOr0)  aHajiu3a KPOBU  Pa3BEPHYTOTO C  IICTbIO  BBISABICHUS ~ HEUTPOIICHHH,
TPOMOOLIMTOTICHUH, TIAHIIUTOTICHNH, aHemuu [1].

VpoBenb yoeautenbHocTH pekoMeHauii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMeHTapuu: mpoBOIUTCS MPH NEPBUYHON TUATHOCTUKE M B TUHAMHUYECKOM HAOIIO/ICHHH,
0COOEHHO y AIIMEHTOB C HAPYIICHHOM MOYeYHOH (HyHKIHEH.

- PexomennoBaHO mnamueHTamM € KIMHAYECKMMM Ipu3zHakamu I[IA mpu mnopo3peHuu Ha
pa3BuTHE METabOIMUYECKOro Kpu3a MpoBecTH oleHKY ypoBHs pH kposu (MccnenoBanue ypoBHs
BOJIOpoIHBIX HOHOB (pH) kpoBu, MccnenoBanue ypoBHs Oy(pepHBIX BEIIECTB B KPOBH), KETOHOBBIX
ten (OOHapykeHue KETOHOBBIX Teld B Moue, OOHapyXeHHe KETOHOBBIX T€lI B MOYE JKCIpecc-
METOJIOM) C IIeJIbI0 CBOEBPEMEHHOM KOppeKIuu Tepanuu [1, 4, 5, 6].

Yposens yoeaurenbHoCTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMenTapun: m1abopaTOpHBIMU TPEIBECTHUKAMHU Pa3BUTUS META0OJMYECKOro KpHu3a
SBJIIOTCSL TEHJIEHIUS K METa0O0JUYEeCKOMY alu03y ¢ Je(UIUTOM OCHOBaHHI, yMEHbIIECHHE
coJiepkaHus CBOOOJHOTO KapHUTHHA, MOBBIIIEHHE YPOBHS MPONMUOHWIKAPDHUTHHA B KpPOBH,
MTOYEYHOU HKCKPEIMN OPTraHUYECKUX KUCIIOT.

- PexoMeHIOBaHO MalMEeHTaM € KJIMHUYECKMMU mpu3Hakamu [IA u mpu momo3peHud Ha
MeTaboIMYecKUil alma03 HCCleloBaHNe YPOBHS amMMuaka, jaktatra B KpoBHu (MccnemoBanue
YPOBHSI MOJIOYHOM KHUCJIOTBHI B KPOBH), MCCJEIOBAaHUE YPOBHS MOYEBHHBI, UCCIIEIOBAaHUE YPOBHS
TJIFOKO3bI KPOBH C IIEJIBIO TUATHOCTHKH U CBOCBPEMEHHOM KOppeKIuK Teparnuu [1].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

2.4. UHCcTpyMeHTanbHble AMarHocTu4Yeckue uccrnenoBaHus

- PekoMeH10BaHO MallMEeHTaM C KIMHUYECKMMHU Npu3HakaMu [IA npoBeneHne KOMIBIOTEPHOMI
tomorpaduu roysosHoro mosra (KommsriorepHas Tomorpagusi roJJoBHOTO MO3ra) W/WIIM MarHUTHO-
pe3oHaHCHOM Tomorpaduu rosoBHOro mosra (MarHuTHO-pe3oHaHCHas TOMorpadus TOJIOBHOTO
MO3ra) C IEJIbI0 OLIGHKH COCTOSIHHMSI TOJIOBHOTO Mo3ra, auddepeHIranbHOoil JUarHOCTUKH C
JIPYTMMHU HacJeICTBEHHBIMH 3a00JI€BaHUSMH U BBISIBIICHUS U3MEHEHUN XapakTepHbix s [1A [4, 9,
10].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu: npu nposenenuun KT/MPT ronoBHoro mosra y manueHToB ¢ [IA BBISBISIOT
KOPKOBO-TIOAKOPKOBYIO aTpo(ui0, pacIIMpeHHe >KeTyJOYKOB MO3Tra, 3aJepXKKy MHEIWHU3AlNHU,
MOBBIIICHUE MHTEHCHUBHOCTU CUTHaja B 00IacTH Oa3alibHbIX ranriaueB. CieayeT OTMETUTh, YTO
JAHHbIE HApYIIEHUS HE SBIAIOTCA BbICOKOCHEIM(GUYHBIMU M MOTYT HaOIIOgaThCcsl MpHU
MUTOXOH/IPUABHBIX OOJIE3HAX, METUIMAIOHOBOH allUIypUH, IPYTUX 3a00JI€BaHUSAX.

Hapko3 npoBoauTcest o nokasaHusM.

- PexomennoBano mposeneHue siekrpokapaunorpaduu (IKI'), sxokapauorpapuu (3xoKI')
BCEM MallMeHTaM ¢ nojo3peHueM Ha [TA ans 1uarHocTuky KapAXOMHMONATHU U HapyIIEeHUH puTMa
cepama [4, 9, 10].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapuu: npu HEOOXOIUMOCTH, IMPH HAIMYMU MOKa3aHUW [UId MCCIEJOBAaHUS —
XO0JITEPOBCKOTO MOHUTOPHPOBAHHUS CEPACYHOTO PUTMA, H/MIM CYTOYHOIO MOHHUTOPHPOBAHUS
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apTepUaIbHOTO JaBJIEHUS (COIVIACHO COOTBETCTBYIOIIMM KJIMHUYECKUM PpEKOMEHJALUSAM 10
HapYLIEHUSIM PUTMa CepALla U/IIK apTeprabHON THIIEPTEH3UN).

- PexoMeHnoBaHO mMmanuMeHTaM ¢ KIMHUYECKUMHU mpu3zHakamu [IA  mpoBeneHue
yibTpa3BykoBoro uccienoanus (Y3U) opranos OpromiHoi mosoctd W nodek (YibTpa3sByKOBOE
HCCIEIOBAaHUE OPraHoB OpIOIIHON MOJOCTU (KOMIUIEKCHOE), YJIBTPa3BYKOBOE WCCIIEIOBAHKE
MOYEK) C IENIBI0 TUAarHOCTUKY TaHKpeaTuTa U rnopaxeHus noyek [4, 9, 10, 11, 12, 13, 25, 26, 27,
28].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

- PexomengoBano mnamuentam ¢ [IA no mnokazaHusM NpPOBEACHHE KOMIIBIOTEPHOW WU
MarHUTHO-PE30HAHCHOW ToMOrpapuu OpraHoB OpIOMIHON MOJOCTH, MarHUTHO-PE30HAHCHOM
xojaHruorpaguu, MarHuTHO-pe30HAaHCHOM XOJaHTMONaHKpeaTorpapuu IJii OLUEHKU COCTOSHUS
BHYTPEHHHUX opraHos [1, 27].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KoMMeHTapuu: oJHUM H3 4acThIX oOclo)kHeHuM IIA sBiseTcs mNaHKpeaTUT, KOTOPBIN
BcTpeuaercs y 4-18% nanumenrtos [27]. Hapko3 — 1o moka3aHusm.

- Pexomen10BaH marpeHTam ¢ KIMHHYECKUMU Tpu3Hakamu [TA ocMoTp Bpada-odTanpmoliora
(odrampmockonus, BU30METPHS, pedpaxTomMeTpus, MepuUMeTpus KOMITBIOTEPHaS,
0(pTaTILMOTOHOMETPHS, UCCIEAOBAHHUE LIBETOOLIYIIICHUS, IIEKTPO(U3NOIOITHYECKOE HCCIIEI0BaHNE
(peructparmusi  3pUTENBHBIX  BBI3BAHHBIX  TIOTEHIMAJIOB  KOPBI  TOJOBHOTO  MO3Tra),
buomukpodororpadusi TimazHOro mHa € HUCHOJb30BaHWMEM (yHAYyc-Kamepsl, buommkpockomus
ria3Horo gHa, ONTu4eckoe NCCIeJOBaHUE TOJIOBKU 3pUTEIHLHOTO HEPBA U CJI0SI HEPBHBIX BOJIOKOH C
MOMOIIBI0 KOMITBIOTEPHOTO aHAJIM3aTopa U Jp.) MO MOKa3aHUAM, MPH HAIMYUHM TOJO3PEHUN Ha
nopakenue oprana 3penuns [1, 8, 10].

Yposens yoeaurenbHoCTH pekoMenaaiiii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuu: HMHTEpBaJIbl MEXIy BH3UTaAMH JOJDKHBI ONPENENSATbCS HHIUBUIYAIBHO C
y4eToM BO3pacTa, THKECTH 3a0ojeBaHMs, CTaOUILHOCTH OOMEHa BeIIeCTB U  COONIOCHHS
JUETOTEPAIHH.

- PexoMennoBaHo manueHTaM ¢ KJIMHUYECKMMHU npu3zHakamu [IA  mpoBeneHue
anektposHuedanorpadun (mpu AUATHOCTUKE U Jajiee MpU CYIJOPOKHOM CHHAPOME) C LEJBIO
CBOEBPEMCHHOM JMArHOCTHKH U KOHTPOJIS JICYSHUsI CYJI0POXKHOTO cuHapoMa [1, 29].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMMeHTapuu: Takyke IpoBOAUTCS dNeKTpo3HLedanorpadus ¢ BUICOMOHUTOPHHTOM.

- PexomeHIOBaHO ManmueHTaM C KIWHAYECKUMH TNpu3Hakamu [IA u monmo3peHueMm Ha
CHIDKCHHME CIyXa/lIpu CHUXKEHHH CIlyXa HCCIENOBaHUS CiyXa (MPOBEIEHUE OTOAKyCTUYECKOM
smuccun (TonanpHas ayauomerpusi, PeueBas aynuometpus, UrpoBas ayauomerpusi, Peructpanus
BBI3BaHHBIX aKYCTHYECKMX OTBETOB MO3ra Ha IOCTOsSHHbIE MOJylnupoBaHHble TOHbI (ASSR TecT))
(TIp OTCYTCTBUY SKCCYAATHBHOTO OTUTA) C LENBI0 CBOCBPEMEHHOM THarHOCTUKH [1].

VpoBeHb yoeauTenbHOCTH pekoMeraiuii C (ypoBeHb TOCTOBEPHOCTH JA0KA3aTEIbCTB — 5)

KoMMeHTapuu: nccie1oBaHus MpOBOIATCS B 3aBUCUMOCTH OT KIMHUYECKOW CUTYyallUU.

2.5. Hble gnarHocTn4yeckune nccnenoBaHus

2.5.1. KoHcynbTaumu n HabnrogeHme cneunanmcToB

- PeKOMeH,Z[yeTCH AJIA Ha6J'IIO,[[CHI/I$I ManuCHTOB C YCTAHOBJICHHBIM JUAIHO30M ITA MMPUMCHATH
MYJ'ILTI/I,Z[I/ICI_[I/IHJ'II/IHapHHﬁ noaxoa B BUAY TOIro, 4TO 3a00JIeBaHUE XapaKTCpU3yeTCd NOPAKCHUCM
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MHOTHUX OpraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOW Tepanuu, 4TO JHUKTYeT HEeoOXOIUMOCTh
COBMECTHOT'O BEJICHHUSI MALMECHTA CIICHMAIMCTaMK pa3HbIX mpoduieii [4, 6, 9, 10, 14].

VYpoBens yoeautensHoCTH pekoMeHaauid C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommeHTapuu: moka3zaHsl MepBUYHBIC W MOBTOPHBIE KOHCYJIbTAIlMM Bpaya-TeHETHKa, Bpayda-
o¢ranemorora, Bpadya-HEBPOJIOTa, Bpaya-CypA0JIOTra-0TOPUHOIAPHHI0JIOTA, Bpaya-
racTPO3HTEPOIIOra, Bpaya-dHIOKPHHOJIOrA, Bpada-KapAHoJora, Bpada — JETCKOTO KapauoJiora,
Bpaua-Hedposora, Bpaua-rneauarpa/Bpaya-TepaneBra/Bpada 00Imei MpakTHKU (CEMEHHOTO Bpaya), a
TaKKe Bpadell ApYrux crenuanbHocTeidl mamueHtam ¢ [IA, umerommM HapymieHus (yHKIAN
COOTBETCTBYIOLINX OPTaHOB U CHCTEM.

- PCKOMCHHyeTCH KOHCYJ’IBT&HI/ISI Bpaqa-zmeTonora 1501040 Bpa‘{a-FCHeTI/IKa BCEM JICTSM C HA JUJTS
HA3HAYCHUS MMaTOTEHETHYECKOW NUETOTEpalvuy Jajee MpH HEOOXOIMMOCTH C TENIbI0 KOPPEKIIUU
nuerotepanuu [4, 6, 9, 10, 14].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KOMMGHTapI/II/II I/IHTepBaJ'II)I MC)KI[y BHU3UTAMU JOJIKHBI OHpCZ[GJ'I?ITBC?[ I/IHJII/IBI/II[yaJ'II)HO C
Y4€TOM BO3pacTa, TKECTH 3a00JieBaHUs, CTaOWIHLHOCTM OOMEHa BEMIECTB M COOIIOJCHUS
)II/IGTOTepaHI/II/I.

- PexomeHTyeTcss KOHCYJIbTAIlUU TICPBUYHAS U TIOBTOPHBIE Bpada-TICUXUATPA MPH TI0J03PESHUN
WIM HAJTMYAWA TICUXUYICCKUX PACCTPOMCTB (IICHUXO3bI, OUTIOJAPHOE PACCTPOMCTBO H Jp.) C IEJIBIO
CBOEBPEMEHHOM JMArHOCTHKH U JICYCHHS BBIIBICHHOM marojoruu [4, 6, 9, 10, 13, 14].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommenTapun: TOSIBIEHHWE TICHUXHYECKUX PACCTPOUCTB CBSA3BIBAIOT C TOKCHYHBIMHU
METa0O0JIMTaMH, KOPPEKIUS AUETOTEPAlUU CIMOCOOCTBYET PAa3PEIICHUI0 CHMIITOMOB HapYIICHUS
MICUXUKH.

HHTepBanmbl MeXAy BU3UTAMH JOJKHBI OMPENCISATHCS WHIWBHAYAJbHO C y4ETOM BO3pacTta
TSDKECTH 3a00JI€BaHMsI, CTAOMIILHOCTH OOMEHA BEIIECTB U COOJIO/ICHUS TUETOTEPATTHH.

- Pexomengyercss KOHCyJabTallUM TIEPBHYHAS M TIOBTOPHBIE Bpada-peaOUIUTOJIOTA,
MEIMIIMHCKOTO TICHMXOJora M Jioromnena-aeekroyora s IUIAHUPOBAaHUS WHAWBHUIYaIbHON
peadMIIMTAlIMOHHON MPOTPaMMbl TICUXOJIOTO-TIEAArOrM4ecKol Mo Iep KKku narpeHTam ¢ [TA u ux
cembsim [4, 6, 10, 14, 16].

VYposens yoeaurenbHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

Kommenrtapuu: Pa3zpaboTka VHIUBUTyaJIbHOU MPOTPaMMBI nehEeKTOIOTUIECKOU
peabunutanuu, Pa3zpaboTka WHAWBUIYaTbHOM MPOTPAMMBI JIOTONEIUYECKOW peadHInTaIlUu.
[TaruenTamM HEOOXOAMMO TECTHPOBAHHE II0 YTBEPKACHHBIM METOAMKAM JJIsi ONpeAeTeHUs
MHTEJUIEKTYyaabHOTO pa3Butus. [lcuxonoruyeckas mMoMOIIb MalMeHTaM MOXKET MOTpedoBaTh Kypc
3aHSTHUI — B 3aBUCUMOCTHU OT UHAUBUAYAIbHBIX OCOOCHHOCTEH MallMeHTa U CEMBH.

Ycnyru noronena:

Menuko-10roneAM4ecKoe UCCleJoBaHue Ipu aucharuu

Menuko-1oroneAndeckoe HCccleoBaHue Ipu ada3uu

Menuko-10roneInueckoe uCCIeI0BaHUE IPU AU3aPTPUU

Menuko-noronenudeckas mpoieaypa npu aucharuu

Menuko-noronenudeckas mpoieaypa npu adazuu

Menuko-noromneauyueckas mpoueaypa Inpu Iu3apTpuu

Menuko-noromneanueckas TOHaAJIbHO-PUTMHUYECKAs TIPOLIEAypa

Menuko-noronenuyeckas mMpoleaypa ¢ UCIOIb30BaHHEM MHTEPAKTUBHBIX MH(POPMAIIHOHHBIX
TEXHOJIOTHH.
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2.5.2. AndcpepeHumanbHas gmarHocTmka

- PexomenmoBaHo mpoBOAMTH UG (HEPEHIMATBLHYIO TUATHOCTUKY C THIIOKCHYECKUMU
MOPAXKEHUSIMU HEPBHOW CHCTEMBbI, BHYTPUYTPOOHBIMH HMH(MEKIHSIMH, IMOCTBAKIIMHAIBHBIMU
OCIJIO’)KHEHUSIMH, CaXapHbIM Jua0eToM (TIpH BBISBICHHHM THICPIIIMKEMHH), HACIEICTBCHHBIMU
HapyIICHUSIMA OOMEHA BEIIECTB, B YACTHOCTH C APYrUMHU (HOpPMaMU OPraHUYCCKUX AlUIYPHA H C
neeKTaMu [UKIIA CHHTE3a MOYEBUHBI, C MUTOXOHIPUATHHBIMU 3200JICBAaHUSIMH, HAPYIICHUSIMHU
TJIMKO3WJIMPOBAHUS, TIIMKOTeHO3aMu | 1p. [4, 6, 9, 10, 14].

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

3. JleyeHune, BKNroO4vasn MeAUKaAMEHTO3HYH0 U HeMeOAUKaMEeHTO3HYH Tepanuu,
aAuvneTtToTepanuio, o6e3bonuBaHMe, MeQULMHCKME NOKa3aHuUsA U npoTUBONOKa3aHUA K
npnMeHeHno MeToa0B Jle4YeHusA

OcHoBHble TpUHLUIIEL Tepanuu pu [TA HanpaBieHbl Ha IPeIOTBpaIeHHEe METab0IMUeCKO
JNEKOMITEHCAlMK  (MeTa0oJIMUYeCKOro  Kpu3a), CHIDKEHHe  oOpa3oBaHHS  MPOMHOHATOB,
MPEIYNpPeKICHIN PAa3BUTHS TOKCHYECKOTO IMOPAKECHUs TKAaHEH TOJIOBHOTO MO3ra WM BHYTPEHHHX
OpraHoB, ¢ 0oOecledYeHHueM ITPU ITOM IPOIECCOB HOPMAIBHOTO POCTa M HYTPUTHBHOTO CTaTyca
nereii. OCHOBHBIMH KOMITOHEHTAMH KOMIUIEKCHOTO JICUEHHS IMAlMEHTOB CITyXaT HU3KOOEIKOBas
JMeTa C WCIOJB30BAaHUEM CIICMAIM3UPOBAHHBIE TIPOJAYKTOB MHUTAHUS 0€3 IMaTOreHETUYEeCKU
3HaYMMBIX ~AMHHOKHCIIOT, TIpenapaTbl JIeBOKApHUTHHA, OWOTHHA (B  CiyYasx, Korja
MOJNTBEPXKAAaETCSI ~ YYBCTBHTENBHOCTH K OwotmHy). Ilo  mokasaHWsM  Ha3HA4aloT
MIPOTHBOSIMICITHYECKHE TIPENapaThl U IPyryue BUAbI cuMITOMaTnyeckoi Tepanuu [1, 30, 31, 32].

3.1. KoHcepBaTuBHOE nNe4vyeHue

3.1.1. AueToTepanus

- PexomMeHIOBaHO MalueHTaM C KIMHUYECKUMH MPOSIBICHUSAMHU, XapakTepHbIMU i [IA,
OTPAaHUYUThH MOCTyIUIEHHWE Oelika (B TOM YHMCIE A0 MOJIydeHHUs JTabOpaTOpHBIX Pe3ylbTaToB,
MOATBEPKIAIOLIUX 3a00JI€BaHNUE) C LIENbI0 MPEJOTBPAILEHUs PA3BUTHS METa0OINYEeCcKOro Kpusa [4,
6, 9, 10, 14].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

KoMMeHTapuu: TMOCKOJIBKY pa3BUTHE METa0OJIMYECKOTO KpU3a MOMKET MPHUBECTH K
HeoOpaTUMbIM M3MEHEHHUSIM CO CTOPOHBI HEPBHOUM cucTeMbl, Mpu mojo3peHun Ha [IA cremyet
coOparb OuomaTepuan s TPOBEACHUS OUOXMMHUYECKOTO TECTUPOBAHUS M 3aT€M IEpPEBECTH
ManueHTa Ha MUTaHWE ¢ HU3KUM cojiep)kaHueMm Oenka. Jlns mereidl mepBOTO MOJIYroausl >KU3HH
TPyJIHOE BCKapMJIMBaHWE WM BCKapMJIMBAaHUE JETCKUMHU MOJOYHBIMU CMECSAMH C HHU3KUM
conepkanueM Oenka (1,2-1,3 r/100 mMn BoccTaHoBIeHHOro mpoaykrta). [mst nereit crapmie 6
MECSIEB — HCKIIOYEHUE BBICOKOOEIKOBBIX MPOAYKTOB (MSICO, TBOPOT, pbiba) U3 paluoHa.
buoxumuueckne TecTbl MNPOBOJATCA B TeueHWe 3-7 JHEH, a MOJEKYJISIPHO-TEHETHUYECKUE
HCCIIeIOBAaHUSI MOTYT TOTpeboBaTh OKoyio 2-3 Henenb. [loaTomMy HeoOXoaumo, 4TOOBI B STOT
nepuoJ peOeHOK HaXOIUIICS Ha HU3KOOEIKOBOH UeTe.

- PexomeH0OBaHO BceM NanUEHTaM IIOCle MOATBEpXkACHHUS aumarHo3a [IA crporoe
orpaHuyeHue OelKka HaTypalbHbIX HHILEBBIX MPOJIYKTOB C LEJIbI0 CBEJEHHUS K HEOOXOAUMOMY
MHUHHUMYMY IOCTYIUIEHUE B OPraHU3M aMHUHOKHCIIOT METMOHWHA, TPEOHHWHA, BAJIMHA, W30JICHIIMHA.
[4, 10, 16, 17, 18].

VYpoBeHb yoeauTenbHOCTH pekoMeHaauii C (YpoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHnTapun:
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[locne mnoaTBep)KAEHUS [UarHo3a TaKTUKa JMETOTEpAallMM OCHOBAaHA Ha CJIEAYIOIIMX
MPUHITUTIAX:

- OrpaHMYEHUE MOCTYIUIEHMs] M30JEHIMHA, BaJMHA, TPEOHHMHA M METHOHMHA C MMILEH 10
MHUHUMAQJIbHOW  moTpeOHOcTH; [l  jgeredt  mepBOro  MOJMYroAust KU3HU  OTPaHUYCHUE
pacnpocTpaHsaeTcss Ha MaTEPUHCKOE MOJIOKO MJIM JI€TCKUE MOJIOYHBIE UJIM COEBBIE CMECH, Ul ETeH
BTOPOTO IOJIYrO/Ms KU3HU — 3alpeT Ha BBEJICHHE B KAuyeCTBE IPUKOPMa BBICOKOOEIKOBBIX
MPOAYKTOB (Msica, PBIOBI, TBOPOTA, SIUI], MOJIOYHBIX MPOJIYKTOB, O0OOBBIX U T.I.), JUIS MAllUEHTOB
CTapIe OJJHOTO T'0/1a — CTPOTUE OTPAaHMYCHHS B UCIIOIb30BaHUH BEICOKOOEGIKOBBIX MTPOJIYKTOB

- obecriedeHne (pU3HOIOTHIECKON MOTPEOHOCTH B APYrUX aMHUHOKHCIOTaX M HEOOXOIMMBIX
HYTPUEHTAX JJIs IPEIyNPEKACHUS UX HEJOCTaATOUHOCTH U NOJIIepKaHUs aHa00IU3Ma;

- oOecreueHne JOCTATOYHOTO KOJIMUECTBA JKUJIKOCTH, JAPOOHBIA TmpueM mnuimu 0e3
JUIUTEIIbHBIX HOYHBIX TIEPEPHIBOB BO M30EKaHHE TOJIOAaHUS (TMEPEPBIB MEXKIY KOPMIICHUSIMH,
BKJIFOYAsi HOYHbIE, HE O60siee 3 4acoB), 0COOCHHO AETSIM TPYIHOTO U PAHHEr0 BO3PAaCTa;

- OrpaHHYEeHHE MOTPEOJICHUS >KUPHBIX KHUCIOT C HEYETHBIM YHCIOM aTOMOB Yriiepojia U
XOJIECTEpUHA;

- WCKIIIOYEHHE TOJIOJaHMs, NPEeaylnpekIeHHe aKTUBAIlMM IPOLECCOB KaTaboiau3Mma; oO0uuit
0enoK Je4eOHOro palroHa pPACCUMTHIBAETCS HCXOJS U3 BO3PACTHBIX MOTpeOHOCTel pebeHka
(ITpunoxxenue A3.2), a Takke C y4eTOM TOJIEPAHTHOCTH NAaIMeHTa K OENKy B 3aBUCUMOCTH OT
(bopMBI U TSDKECTH TeueHus 3aboseBanus [4, 18]:

- KBOTa O€eJKa HaTYpaJbHBIX MPOJYKTOB Ha3HAYAETCS C YY€TOM MUHUMAIbHON NOTPEOHOCTH B
MAaTOTEHETUYECKH 3HAYMMBIX aMUHOKHCIOTaX — METHOHUHE, TPEOHUHE, BaJHMHE, H30JICHIMHE
(ITpunoxenue A3.3);

- C LIETIbI0 KOMIIEH AU JepHuInTa OeKka UCTIONb3YI0TCS CIIeUAIN3UPOBAHHbIE TPOTYKThI Ha
OCHOBE aMHUHOKHUCJIOT 0€3 METHOHWHA, TPEOHWHA, BaauHa, u3oneimHa ([Ipmnoxenue A3.3).

Crnemyer MOJB30BATHCS OIJHUMHU CIPABOYHBIMH MaTepHAaMH IO XUMHUYECKOMY COCTaBY
MPOAYKTOB (B Pa3HBIX CHPAaBOYHUKAX JAaHHBIE MOTYT OTJIMYATHCS) C IEIbI0 MPEAOTBPALICHHUS
omuOOK B pacyeTax

- B Ilpunoxxernu A3.5 mpeacraBieH CyTOYHBIM HAOOP MPOIYKTOB IS JCTEH JONIKOJIHLHOTO
BO3pacTa ¢ MPONUOHOBOM alMIEMHUEH.

- PexomengoBana BceMm manueHTaMm oOs3aTeNbHas KOMIICHcAus nedummra Oelika 3a CYeT
CIEIUATU3UPOBAHHBIX CMECEl Ha OCHOBE AaMHHOKHCIIOT, COOTBETCTBYIOIIMX BO3PACTHBIM
MOTPEOHOCTSM B OCHOBHBIX NHIIEBBIX BEIIECTBAX W SHEPTHHM, HO HE COJACpIKAIIUX METHOHHUH,
TPEOHMH, BAIMH, U30JICULIMHC LENbIO MOJIepKaHus aJeKBaTHOTO HYTpUTUBHOTO cTaryca [4, 10, 16,
17, 18].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- PexoMeHI0BaHO BCeM MAIlMCHTaM OOECIICYCHHME JTOCTATOYHOM SHEPreTHUYECKON IEHHOCTH
palnroHa B OCHOBHOM 3a CYET YIJICBOJOB C IENBIO TOJJIEPXKAHUS IMPOILECCOB aHAOOIM3Ma H
NpeI0TBPAIEHHs Pa3BUTHS MPOLieccoB kartabonusma [4, 10, 17, 19].

VYpoBenb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- PekoMeH0BaHO BCEM MHalli€HTaM OrpaHUYCHHUEC KBOTHI KUPOB 10 50-60% ot BO3PAaCTHBIX
CYTOYHBIX HOTpeGHOCTeﬁ BO H30CKaHHWE HAKOIUICHUS HpOHHOHOBOﬁ KHCJIOTBI — IIPOAYKTa

B-oxucienus JKHPHBIX KHCJIOT C HEYETHBIM YHCIIOM aToMoB yriiepoa [4, 10, 16, 17, 18].
Vposens yoenurensHocTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTENbCTB — 5)
KoMMeHTapuu: B Ka4eCTBE HCTOYHHMKA KUPA IIPEANIOUTUTENLHEE UCIIOIB30BaTh PACTUTEILHbIE

Maclia, COJEpIKAIIME IMOJIMHEHACHIIIEHHBIE XUPHBIE KUCIOTHI (PaIrcoBOE, JBHIHOE, OJHMBKOBOE,
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MOJICOJTHEYHOE U JIp.)

- PexoMeHI0BaHO OOecIieueHHE BCEX MAIIMEHTOB JOCTATOYHBIM KOJHUYECTBOM JKHIKOCTH C
1EJIBEO MTPO(GUIIAKTUKY HAPYIICHUsS BOJIHO-3JICKTPOIMTHOTO Oananca [4, 10, 16, 18].
VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 5)

- PeKOMeHZ[OBaHO BCEM IIallUCHTaM IlpO6HI>II71 npueM MNHrIu 663 JUINTCIIBHBIX HOYHBIX
MEPEPHIBOB BO M30SKaHHUE TOJIOJaHMSI, OCOOCHHO JIeTSM T'PYAHOTO W paHHero Bospacta [4, 10, 16,
18].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: nepepbiB MKy KOPMIIEHUSIMHU, BKJIIOUas HOUHbIE, He Oojiee 3 4acos.

3.1.2. MeankamMeHTO3HOE nevyeHue

- PexkoMeHIIOBaHO BceM TMAIMEHTaM TMPOBEACHUE TMPOOHOTO JICUCHHs] OUOTHHOM
(Ononornueckn akTUBHas 100aBKa) JUIsl BBISBICHUS YYBCTBUTEIBHOCTU K 3TOMY KO(QaKTOpY NpHU
ycTaHoBJeHHOM nuarHo3e I[IA ¢ menpro ompeAeneHus YYyBCTBUTEIBHOCTH K TIpemapary H
oTpeieNieHus MoKa3aHuil K HasHadenuto [4, 10, 16, 18].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: B mepuoa mpoOHOTO JiedeHUST B TE€UEHWE JBYX HEIETh Ha3HA4YaloT Kypc
OnoTHHA B 7103€ 1-2 MT/CyT 1MOJI KOHTPOJIEM YPOBHS MPOMUOHMWIKAPHUTHHA B KPOBH M DKCKPEIUHU 3-
TUJPOKCUIIPOITMOHOBOM, METHJUIMMOHHOM KUCIOT. CHM)KEHUE ATUX MOKa3aTeaeld CBUACTENbCTBYET
O YYBCTBUTEJIBHOCTU K OMOTHMHY. B TakoM ciydyae mpoJo/pKaroT KO(aKTOPHYIO Teparuio, 103a
OroTHHA OOBIYHO COCTABJISIET 5 MTI/CYT.

- PexoMmeH10BaHO BceM MalMeHTaM Ha3HaueHHEe OOJIbIIUX J03 #JIEBOKAPHUTHHA C LIEJBIO
MOBBIIIEHUS BBIBEJCHUS! TOKCUYHOW TMPONMMOHOBOM KHCJIOTHl M JMKBUJAIMU KApHUTHHOBOM
HEJI0CTaTOYHOCTH KapuuTHHa [4, 10, 16, 18].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTapun: #1eBokapHUTHH HazHauvaeTcs u3 pacdera 100-200 mr/kr/cyt B 2-4 mpuema,
71032 KOPPEKTHPYETCS B 3aBUCHMOCTH OT KJIMHHYECKOTO OTBETa M YPOBHs KapHuTHHa [25, 33, 34].
Tepamnus mpoBOIUTCS MPaKTHYECKU HEMpPEpbIBHO. B mepuoa meTabosiMyeckoro Kpusza U OCTpOi
TUIepaMMOHHEMHH 1032 MOXeET ObITh yBennyeHa 10 300 mr/kr/cyt. OgHako rpymnmna 5KCrepToB He
PEKOMEH/IyeT MPEBBINIATh CYTOYHYIO 03y JEBOKApPHUTHHA BhIlie 12 I B CyTKH 1S B3pocibix [1].
Tepamnus npoBoAUTCS MPAKTUUYECKH HETIPEPHIBHO.

- PexomennioBaHo BceM nanueHTaMm ¢ [TA HazHaueHue aHTHOAKTEpUAIbHOW TE€paruu ¢ LENbIo
KOPpEKLMU 0OMEHa BEIIECTB IyTeM HOpMaJIM3alMy KHIIeyHOH Mukpoouotst [10].

VpoBeHb yoeauTenbHOCTH pekoMeraiuii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTEIbCTB — 5)

KommeHTapuu: yduThiBas, 4TO OKOJIO 25% NpONMOHATOB OO0pa3yroTcs MOJ BIHSHUEM
KHU3HEIEATEIbHOCTH KHUIIEYHOW MHUKPOOUOTHI, JONOJIHUTENIBHBIM CIIOCOOOM KOpPpPEKLUH OOMEHa
ABIISI€TCSl aHTUOAKTEpUaIbHasl Tepanus ¢ 1eIbl0 MOJaBJIEHUs] aKTUBHOCTH MATOTEHHBIX U YCIOBHO
MaTOreHHbIX MUKpoOpraHu3mMoB. Ha3zHauatoT kypcel #MerpoHunazona** B noze 10-20 mr/kr/cyr B
2-3 npuema B TeueHue 10-14 nueil; yepe3 3-4 Henmenu Kypc Hpu HEOOXOAUMOCTH IMOBTOPSIOT,
yepenys ¢ #amokcuuuInHoM™** B 1o3e 50 mr/kr unu #Ko-tpumokcasosnom [Cynbdamerokcaszon +
Tpumeronpum|** B no3e 20 mr/kr [38].

UYepenoBaHue IpenapatoB HEOOXOAUMO Ui MNPO(QMIAKTUKUA pPa3BUTHUS PE3UCTEHTHOCTH
MUKPO(DIOPHI K aHTUMUKPOOHOM Tepanu.

- PexoMenmoBansl mnamueHTaM ¢ IIA 10 MOKa3aHWSAM BHUTAMHHBLI [OJIUBUTAMHUHEL C
MUHEpaJbHBIMH BellecTBaMHU (coepikaimiue Kojekanbiudepon™™, nnanoxkobamamua™**, gomueas
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KHCIOTa**, mpenaparsl UHKA, MPEraparhl CeleHa W IPYrue) B BO3PACTHBIX JTO3MPOBKAX C IIEIIBIO
KOPPEKIMK HyTpUTUBHOTO ctaryca [4, 10, 16, 18].
VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)
KommenTapuu: V manueHToB ¢ CUMOTOMATUYECKOM SMUJIENICUEN WM U3MeHeHus MU Ha D00
HooTpornHble npenaparbl (NO6B — IlcuxocTuMynsaTopbl 1 HOOTPOIHbBIE IIpernapaThl) Ha3HAYAIOT C
OCTOPOXHOCTBIO BO U30€KaHue MPOBOKAIIMH UJIETITUYECKUX TPUCTYIIOB.

3.1.3. Jlle4yeHue naumeHTOB B Nepuos Metabonnyeckoro Kpmsa

[Ipu yrpose umm B ciaydae pa3BUTHsI METaOOJIMUYECKOTO KpHU3a JICUEHUE JOJDKHO HAUMHATHCSA
HE3aMEeJINTEIIBHO.

JleueOHbIE MEpONPHUATHS HaNpaBiIeHbl Ha MpeKpalleHne oOpa3oBaHUS U HAKOIUICHUS
TOKCUYHBIX OPraHMYECKUX COEMHEHUN U BBIBEJICHUE UX U3 OpraHu3Ma. TaKTHKa JeueHus JeTeil B
IIEpUOJ  KpU3a  BKIIOYACT KOPPEKUHMIO JUETOTEPANMM, BBIBEACHHE  HAKAIUIMBAFOIIUXCS
OpraHMYECKUX KHCIIOT, KOPPEKIHI MeTabO0JIMYEeCKOro anuja03a, TMIepaMMOHMEMHHM U BOJHO-
ANIEKTPOJIUTHBIX HApYIIEHUH, OSHEPreTUYECKYl0 TOJJIEPKKY M CHHKEHUS HHTEHCHUBHOCTHU

MpoLeccoB KaTaboau3ma.
[1, 2, 4, 14].

- PexomMenioBaHa SKCTpPEHHAS TOCHHUTAIM3AINS ManueHToB ¢ [TA mpu yrpose Wiu B ciydae
pa3BUTHS METa0OJIMYECKOTO KpH3a C IIeNIbI0 HE3aMeUTMTEILHOTO TPOBEACHUS WHTECHCHBHOM
TEpaIuy ¥ MPeI0TBPALICHHS )KU3HEYTPOXKAIOIINX ocaoxHenuit [4, 10, 16, 18].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: ¢pakTopsl, CIOCOOHBIE CIIPOBOIIMPOBATh META0OTUIECKUN KPHU3:

- TpHEM IHILEBBIX OETKOB M JKUPOB B KOJMYECTBE, IPEBBIIIAIONIEM TOJIEPAHTHOCTh
opranu3zma 00JbHOTO peOeHKa,

- HeJloelaHue, HU3Kask KaJOpUITHOCTh pallioHa;

- HMHTEPKYPPEHTHBIE PECHUPATOPHbIE WU  JKEITYIJOYHO-KUIIEYHblE HH(EKIHOHHbIE
3a00JieBaHUs U Apyrue GaKkTopbl, MIPOBOLUPYIOIINE KaTab0IU3M

- XUpyprudecke BMeIaTeabCTBa.

- PexoMeHT0BaHO MAlMEHTOB ¢ MeTab0IMYeCKUM Kpr3oM Ha ¢one ITA mepeBecTH Ha MUTaHUE
HCKITIOYMTEIILHO CMEChI0O aMUHOKHUCIIOT 03 M30JICHIIMHA, METHOHWHA, TPCOHHHA W BaJMHA, HO HE
Oosiee yeM Ha 24-48 4aca ¢ 1ENbI0 CHMKEHHs 00pa30BaHUs TOKCHMYHBIX MeTabonuToB [4, 10, 16,
18].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KoMMeHTapuu: npH HaJIWYUM CPBITMBAHHM, PBOTHI, OTKa3a OT €Ibl — KOPMJICHHE dYepes
HA30TracTPAJIbHBIA 30HI WM TracTpocToMy (ycraHoBka ractpoctombl) [1]. CobOmtomath pexum
JIPOOHBIX M YaCThIX KOPMIICHHUH C TIPOMEXYTKAMH MEX1y KOPMJICHHUSIMU 2-3 daca.

- PexkoMeHI0OBaHO MAaIieHTaM B METa0OJIMYECKOM KPH3€ CHHM3HMTH TMOTpeOsieHHe OO0IIero
nuiieBoro Oenka B panuoHe manueHToB ¢ [IA, cyTouHbIl ypoBeHb Oelka — SKBHUBAJICHTa JOJDKEH
OBITh HE HIKE 0E30MaCHOTO YPOBHSI, MPU 3TOM O0ECIIEUYUTh BHICOKOKAIOpUIHOE TUTaHue (Tabnuiia
1) ¢ 1esbIo CHIKEHUS 00pa30BaHus TOKCHYHBIX MeTabomuToB [4, 10, 16, 18].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KoMMeHTapuu: 5SHEpProneHHOCTh MUIMM W BBOAMMOW KHAKOCTH TMOBBIIIAIOT 3a CYET
ucnosb3oBanus 5-10% JekcTpo3br™™, TIIIOKO30MONIMMEPHBIX pPAcTBOPOB (MaJIbTOJAEKCTPUH) B
JIOTIOTHEHHE K CMECH Ha OCHOBE aMHHOKHCIIOT; pacueT MPOU3BOAUTCS UCXOIS U3 KallopuiHOCTH | T
yriaeBoaoB = 4 kkain, | T ManbTONEKCTpHHA MpHpaBHHBaeTcs K | r yrimeBogoB. BoszmoxkHO
napeHTepalibHOe BBEACHHE YriieBoI0B (5-10% nexcTposbr**), a Takxke TUNUAOB 10 | I/KT/CyTKH,
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Tabmuua 1 — bBe3onacHslii ypoBeHb OTpeOeHHs OenKka U MOTPEOHOCTh B DHEPTUH y AeTei
Pa3IMYHOTO BO3pacTa C MPOMHMOHOBOM allUACMHECH B TIEPHO] META0OJIUIECKOTO Kpr3a <*>

Bospacr 0-12 mec 1-3 roma 4-6 net 7-10 et 11-18
OOmuii 6emox r/Kr/cyT 1,8-1,31 1,3-1,2 1,1-1,0 1,01-0,99 1,14-0,99
DHeprus 150-120 110-80 80-70 60-40 60-50
Kxkan/kr/cyTkn
Kunkocts 120 100 1200-1500 |1500-2000 |ot 2000
(B T.4. BOJAa, pPAcCTBOPHI|MII/KI/CYT MJI/KT/CYT MJ/CyT MJI/CyT MJI/CyT
TSt MapeHTePAILHOTO
MUTaHUS)

<*> Anantuposano u3 Matthias R Baumgartner et al. 2014 [10].

- PexomenmoBano uepe3 24-48 waca mocie OTMEHBI HATypajdbHOTO Oenka (B TepHo.
MeTabOJIMYeCKOro Kpu3a) marueHTaM ¢ [IA IOCTENeHHO BBOJHUTH TPOJYKTHI, COAEpIKAIIUe
HaTypaJdbHBIH O€NOK IeNbI0 TPENOTBpaIleHHs KaTabonu3ma W olecrieueHuss HeoOXO0IUMBIMU
nyrpuentamu [2, 4, 10, 16, 18].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: Oenku BBOIATCS M3 pacueta 1/4 HEOOXOOUMOTO CYTOYHOrO oObemMa — B
nepBbId neHb, 1/2 — Ha 2-3-i nens, 3/4 — 3-4-i1 neHb, Aanee B MOJHOM oObeme. McTouHMKOM
HaTypaJIbHOTO Oenka JUisi JeTed NepBBIX IIECTH MECSIEB >KU3HU SBISETCS MaTEPUHCKOE
MOJIOKO/JIETCKasi MOJIOYHAsI CMECh, JJIsl IETe BTOPOTO MOJIYTOAMS KU3HU — TaKKe HU3KOOETKOBBIE
MIPOJIyKTHI IPUKOPMa, 7Sl IETeH cTapiie rojga — HU3K00eIKOBbIE HAaTypalibHbIE MPOAYKTHI (KPYIIbI,
oBoIIY, (PYKTHI, pacTUTEIbHbIE Macjia) U CHEIHATU3UPOBAHHbIE HU3KOOEIKOBBIE MPOIYKTHl Ha
OCHOBE Kpaxmaios [1].

- PexoMeHIOBaHO mManmuMeHTaM ¢ MeTaboyMyeckuM Kpu3oM Ha (ore I[IA npuMeHATH
TITFOKO30TIOJIMMEPHBIC PACTBOPBI (MAIBTOJACKCTPHH), a TAKKE HU3KOOCIKOBBIC IMTPOIYKTH HA OCHOBE
Kpaxmasa Jyisl TOoJJIepyKaHnusl COOTBETCTBYIOIIECH dHEPTeTHUECKON IIEHHOCTH panuoHa [2, 4, 10, 16,
18].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- PekoMeH710BaHO yBeNMYEHHE J03bl #IEBOKAPHUTHHA U OMOTHMHA (OMOJOrHMYECKHd aKTHUBHAsS
nobaBka) (B ciydae JOKa3aHHOW UYBCTBUTENBHOCTH K Tepalnuud OWOTUHOM) NAalMeHTaM B
MeTabonrdeckoM kpu3e Ha ¢one [TA misa noswimenus dddextuBHOCcTH Tepanuu [2, 4, 10, 14, 16,
18, 20].

VYpoBeHb yoeauTeabHOCTH pekoMenaarui C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMeHTapuu: #eBoKapHUTHH Ha3zHadalT OomrocHO He MeHee 100 Mr/kr maccel Tena u
Janee OCTaBISIIOT mojanepxuBaroiyto 03y 100 mr/kr/cytku. J{ns moBsimeHus 3¢(HEeKTHBHOCTU
MPEANOYTUTEIbHO BHYTPUBEHHOE WM BHYTPHUMBIIIEYHOE BBEICHHE TMIpermapara ¢ LEeJbIo
MOJJIEp>KaHUsl COJepKaHHUsI CBOOOJHOTO KapHUTHHA B KPOBH BBIII€ HOPMAJbHBIX 3HAYECHUU.
[Tokazarenb CBOOOJHOTO KAapHUTHHA TOJACPKUBAIOT Ha BBICOKOM YPOBHE, TMPEBBIIIAIONIEM
TPaHUIBI HOPMBL. DJTO 00€CleYrBaeT ACTOKCUKAIMOHHYIO (YHKIMIO KApHUTHHA, YIydIlIaeT
CBS3BIBAHME W BBIBEJACHHE W3 OpraHu3Ma TOKCHYHBIX IPOMHOHOBBIX MPOU3BOIHBIX. [Ipu
WCIOJIb30BAHUU BBICOKHX J[03 BO3MOXKHO pa3BUTHE A((HEKTOB B BUAEC TOIIHOTHI U HEMPUSATHOTO
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3araxa (MO‘Ia, JABIXaHUC, HOT). Yka3aHHbIC SBJICHUS MpoOXOJAT MOCJIC CHUKCHUA 03BbI. B nepuon
MeTa0OJIMYeCKOr0 KpH3a M OCTPOH THUIIEPaMMOHHUEMHH J1032 MOXeT ObITh yBenuueHa a0 300
Mr/kr/cyr. OJHaKO HE PEKOMEH/IyeTCsl IPEBbIIATh CYTOYHYIO 03y JICBOKapHUTHHA BbIIIE 12 T s
B3POCJIBIX MAIMeHTOB [1].

- PexoMeHI0BaHO BHYTPMBEHHOE BBEJCHHE PAcTBOPa JEKCTPO3bI C ILEIbIO0 BOCIIOJHEHHS
HHEPTEeTUYECKOTO U MPENOTBPAIICHHUS Pa3BUTHS HEBPOJOTHUECKUX HAPYIICHUH y manueHTos ¢ [TA
[2, 4, 10, 14, 16, 18, 20].

VYpoBeHb yoeauTenbHOCTH pekoMenaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrtapuu:

BHyTprBeHHOE BBEIEHHE pacTBOpa IEKCTPO3bI** N3 pacueTa: HOBOPOKACHHBIC U JAETH 10 3-X
aer 10-12 mr/kr/muH, ot 3 mo 10 ner 8-10 mr/kr/mun, crapme 10 ner 5-8 mr/kr/muH. Ilpu
CHIDKEHHE TIIFOKO3bI HUXKE 2,5 MMOJIB/JT B KPOBU HEOOXOMMO BHYTPUBEHHOE CTPYWHOE BBEJICHHE
10%-25% nekctpo3sr™* m3 pacuera 2-3 MII/KT, Jajee MEPeXOJsIT Ha BHYTPHUBEHHOE KallelbHOE
BBeseHue 10% nexcTpo3br®™™ co ckopocThio 7-9 MI/KI/MUH 10 HOPpMaJIM3AllMHU YPOBHS TJIIOKO3bI B
kpoBu.) Haznauenue nexkcTpo3sr™* He TOIBKO BOCHOJHSIET TKAHEBOW DHEPreTHUECKUM eUuiuT, HO
Y TIOJIABIISICT JIUTIOJIM3 U CHIDKAET MPOIYKIIHIO TOKCHYHBIX IEPUBATOB KHUPHBIX KHCIIOT.

HeoTnoxHyr0 BHYTPUBEHHYIO TEpalHIO CIeIyeT HauWHATh KaK MOKHO paHbIIe Mpu Oojee
TSKEIIBIX COCTOSIHMSIX, C BBICOKOM TEMIEPATYpOW, MOBTOPSIOIIEHCS PBOTOW WM TSKEIbIM
racTPOIHTEPUTOM.

PactBopbl 1711 BHYTpUBEHHBIX HH(QY3ui, conxepxkaumme 10% nexctposy** (uwnm OGonee)
CIIEIyeT HWCIOJIb30BaTh Jake MPU HOPMAIBLHOM YpPOBHE TIIOKO3bI B KpoBW. Ecimm y mammeHTa
pa3BHUBaeTCs 3HAYUTENbHASI TUIEPIIIMKEMHUs (HampuMep, YPOBEHb TJIIOKO3bI B KpoBH Oosbie 250
MTI/IUT) € TJIOKO3ypHed W WMEIOTCS TNPHU3HAKHM METa0OJMYEeCKOW JEeKOMIICHCAIMH, TO CIIEIyeT
paccMOTpeTh BO3MOKHOCTh Hayana MH(Y3uu WHCYIMHA (#UHCYIMH PAcTBOPUMBIN (UeIoBeUeCKuit
T€HHO-WH)KCHEPHBIN) **) BMECTO CHWIKEHHS CKOPOCTH HMHQY3HH JEKCTPO3BI**, crmocoOCTBys
aHaboJMueckoMy cocTossHuio. HawanpHas mo3za s uH(y3um wuHcynuHa coctaBmsier 0,01
ME/kr/MuH. YpoBeHb MHCYJIHMHA CIIEyeT THUTPOBaTh, YTOOBI MOJJIEPKUBATH YPOBEHb TIIIOKO3bI B
kpoBu Mexy 100 u 150 mr/m.

Crnenyer oTMETUTh, 4TO MH(]Y3Us OoJiee KOHIEHTPHUPOBAHHOTO PacTBOpa ACKCTPO3bI™* (15-
25%) npu Oosiee HU3KOM CKOPOCTH HH(Y3UH IOCPEICTBOM IIEHTPAJIbHOTO KaTeTepa MOXKET
noTpeboBaThcsl MpPU HEAOCTATOYHOM cepraeuHo ¢yHkuuu. Kpome Toro, ciemyer coOionaTh
OCTOPOXHOCTh TPHU IMPEKPAIIEHUU BHYTPUBEHHON HMH(]Y3UHM — HEOOXOJUMO MEIJICHHO CHHXKATh
CKOPOCTb, YTOOBI N30€KaTh COCTOSIHUS peaKTUBHOM runorivkeMun. Eciu y nanueHTa pa3BuBaeTcs
3HAYUTENIbHAS TUIEPIIIMKEMUs (HampuMmep, YpOBEHb TUIIOKO3bI B KpoBU Ooibine 250 mr/mi) c
TJIIOKO3YypUEeH U MMEIOTCS MPU3HAKA METa0O0JIMYeCKOW JEKOMIICHCAIUU, TO CIEIyeT pacCMOTPETh
BO3MOXHOCTh Hauaja BHYTPUBEHHOTO BBEACHHS MHCYJIMHOB U MX aHAJIOTOB (IIPH TVIMKEMHH BBIIIE
14 MMOJIB\IT) C 1IENTBIO TIOACPIKAHKS 4JIEKBATHOTO YPOBHS TJIFOKO3bI KpoBH [36].

- PexomennoBana mnamuentam c¢ [IA  kxoppekuus MeTaOOJIMYECKOTO aunujao3a Ipu
MeTabonuuyeckoM Kpusze Ha ¢oHe [TA myTeM BHYTPMBEHHOTO BBEIEHHS ILEIOYHBIX PacTBOPOB [1,
10].

VYpoBeHb yOeAUTENbHOCTH JJ0Ka3aTesbCcTB — C, ypOBEHb I0CTOBEPHOCTH JI0Ka3aTEeNbCTB — .

KommeHTapuu: Uit KOppeKIMKY MeTaboIMYecKOTo alu103a NCHOIb3YIOTCs pacTBOpsl Hatpus
runpokapoonara** (kogq ATX — B05XA), Kamus xnopun + Harpus ruapoxapbonar + Hatpus
xnopua. Hatpus ruapokapbonat™* nmpumensiercs B Buzae 8,4% u 4,2% pactBopa i ynobcTBa
nepepacuera Ha MMoab NaHCO. Ero nmosupoBka (MMoib) ompenensiercss mo ¢opmyne: (-BE) X
macca tena (kr) X 0,3. Kpome Toro, marmyeHtaM peKoMeH/IyeTcs IeIOYHOE MUThE — PACTBOP COJIBI
u3 pacyera ¥2-1 yaiinas noxxka Ha 200 MJ1 BO/IbI, HIETOYHBIE MUHEPATIbHBIE BOIBI.

B 3aBUCHMOCTH OT TSKECTH COCTOSIHMS KaK/ble 6-12 4acoB KOHTPOJHMPOBATH IMOKa3aTeNld
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KUCIIOTHO-OCHOBHOTO COCTOSIHMSI KPOBM, YPOBHS HaTpus M Kajiusg B KpoBH. [lamieHTam B
MeTtabonmuueckoM Kpu3e Ha ¢one [IA HEoOX0AMMO KOHTPOJMPOBATH COJIEp)KAHUE JIaKTaTa
(MccnenoBanue ypoBHsSI MOJIOUHOM KUCIOTBHI B KPOBH), aMMHAKa U TJIOKO3bI B KPOBH, KUCIOTHO-
OCHOBHOTO coctosinust kpoBu (MccnenoBanue ypoBHs Oy(pepHbIX BEIIECTB B KpoBH, VccienoBanue
YPOBHS BOJOPOAHBIX HOHOB (pH) KpoBH) C 1iesib0 KOHTpOJIs Jeuenus [ 2, 4, 10, 14, 16, 20].

- PexomeHnnoBaHO Ha3HaueHue HaTpusi OeH3o0ara (OMONOrMYECKHM aKTUBHAs J100aBKa) MpU
ypoBHe amMmMHaka B kKpoBH Bbiie 200 Mkmoub/n nanuenTam ¢ [TA npu pa3Butun MeTaboIn4ecKoro
kpu3a [1, 16, 21, 22, 23, 35].

YpoBeHb yOoeauTeIbHOCTH JOKa3aTebeTB C (YpOBEHD TOCTOBEPHOCTH pEKOMEHIANU — 4).

Kommenrtapun: Hatpus Oenzoat (6uonoruuecku akTUBHas 100aBKa) Ha3HA4YaeTcs U3 pacyera
ot 250 mr\kr\B cyTtku (MakcuManbHO 70 500 Mr/kr/cyt, eciau Macca Tena mpeBbimaer 20 Kr 10 5,5
r/mM%/cyT). KOHTpOJIb YpOBHS aMMHaKa JOIKEH TPOBOAUTHCS Kaxkable 6-12 gacoB. OCymIeCTBISIOT
00s3aTeNbHBI KOHTPOJIb YPOBHS HaTpUs U Kajlus B KpOBU He pexe 1 pasza B 2 daca.

CornacHO MEXAYHapOJHBIM PEKOMEHJAIUSAM IO JICYEHHUIO THUIePaMMOHHEMHMH IOKa3aHO
BHYTPUBEHHOE BBEICHME IIPENapaToB, CBSA3BIBAIOIIMX aMMHUAK, OJHAKO B HACTOsIEe BpeMsl Ha
tepputopun P® naHHbIE JEeKapCTBEHHBIE CPEACTBAa HE 3aperucTpupoBaHbl. beH3oar HaTpus i
MEPOPAILHOTO BBEACHHUS 3apErHCTPUPOBAH, BO3MOKHO HM3TOTOBJIEHHE JIEKAPCTBEHHOM (QOpPMBI B
anTeke mo penenty Bpauda. [losTomy Bce mpemaparbl, CBS3bIBAIOLIUME aMMHAK, SBIISIFOTCS
npenapatamu off-label unu He 3apeructpupoBansl U TpeOy0T odopMiIeHHs BpauyeOHOM KOMHCCHUU
W COTJIacHs POJUTENICH/3aKOHHBIX TpeacTaBuTeNe u manueHta ¢ 15 gjer. [lpuem maHHBIX
MpernapaToB MPHU TUIIEPAMMOHUEMUN HEOOXOAUM IO KU3HEHHBIM MMOKa3aHUSIM.

3.2. Xupypruyeckoe rieyeHme

- PexomengoBano mnamueHtam ¢ [[A npu nporpeAMEHTHOM TEUEHHH MaTOJIOTHYECKOTo
mpolecca B TIEYEHH pPacCMOTPETh BO3MOXKHOCTb TpPAHCIIAHTAIIMKM TI€YEHHU MO >KU3HEHHBIM
nokazanusm [1, 4, 10, 16, 18, 24].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KoMMeHTapuu: mpoBOJUTCS COTJIACHO PEKOMEHIAIMSM 110 TPAHCIIAHTAlUU TICUYEHHU.

- PexomenmoBano mamueHtam ¢ IIA Bo BpeMs TOATOTOBKH K XHPYPTrUYECKUM
BMEINIATENIbCTBAM, MPOBEIICHUS AaHECTE3UMOJIOTHUYECKHX IMOCOOMH W B Ciydasx, Korjga TpeOyercs
YJIMHUTH TIEPUOJI TOJIOIAHUS MCIOJIB30BaTh BHYTPUBEHHOE BBEJICHHUE PACTBOPOB JEKCTPO3BI** 1
AJICKTPOJIUTOB PACTBOPHI, BIUSIONIME HA BOJHO-3JICKTPOJUTHBIN OanaHC (Kauus XJIOPHI + HaTPHs
alieTat + HaTpus XJIOpUA**) C LeNbl0 peruaparanud, MpU OTCYTCTBUU MPOTHBOIOKA3aHUM K
BBEJCHUIO 3HAYUTEIBHBIX OOBEMOB JKHUJKOCTCH, M MPEIOTBPAILICHHUS Pa3BUTHS METa0OJINYECKOTO
kpusa [2, 4, 10, 14, 16, 20].

VYpoBenb yoeauteabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMenTapuu: wuH(pY3UOHHAs Tepanus B Clydasx, TpeOyloIuX Y/UIMHEHHWE MepHoa
rOJIOJAAHMS, PACTBOPHI JEKCTPO3BI™* M pacTBOPHI, BIMSIOIIME Ha BOJHO-IJICKTPOJUTHBIN OajaHc,
BBOJISITCS U3 pacueTa §8-10 MI/Kr/MUH ISl JeTel MepBOro roja >ku3HH, 6-7 MI/KI/MUH — IJIs JeTel
ot roja ao 10 net, 5-6 Mr/kr/MuH — ans aereit crapuie 10 ner.

- PexoMeHioBaHa yCTaHOBKA TacTPOCTOMBI MJIM HA30TaCTPaJIbHOTO 30HJA MAIlUCHTaM C
MeTaboIMYeckuM Kpu3oM Ha ¢oHe [TA mpu HaJTMuUU PBOTHI M CPHITUBAHMS WM OTKa3e OT MpHeMa
MUIIA C TENBI0 KOPMJICHHS CMEChI0 aMHUHOKHCIOT 0e3 H30JIeHIlMHA, METHOHWHA, TPEOHHHA W
BanuHa [1].

YposeHs yoeaurenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
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3.3. NHoe neueHue

- PexomennoBano manuentam ¢ I[IA paccMOTpeTh BONPOC O HEOOXOAMMOCTH TMPOBEICHUS
MIEPUTOHEATHHOTO JIMAH3a WU TeMOIUAIN3a MIPU OTCYTCTBUH OBICTPOH MOJIOKUTEIHHOU PeaKIuu
Ha WMHTEHCUBHYIO TEpAIUIO, COXPAHSIONIEMCS KETOaIMJI03¢ M TUIEPAMMOHUEMHH C IEIbI0
KOPPEKIMH JTaHHbIX cocTosiuuii [4, 10, 16, 18, 24].

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

KoMMeHTapuu: MepUTOHCATBHBIA AWAU3 WIM TeMOJUAIHM3 TPOBOJATCI C b0 Ooiee
3¢ (GEKTUBHOTO BBHIBEACHHSI TOKCUYHBIX METa0O0UTOB.

4. MeauuunHckas peaGMﬂMTaLlMﬂ, MeaAULUNHCKUe nokKasaHusA n
NPOTUBOMNOKAa3aHUA K npuMeHeHno metonoB peaGMﬂMTaLIVIVI

- PexomennoBano manmentam ¢ IIA mnpoBeaeHue peaOUIUTALIMOHHBIX MEPONPUSITUH,
HaNpaBJICHHBIX Ha COIMAJBHYIO aJanTallfio, MOJUIep)KaHHe U pa3BUTHE KOTHUTHBHBIX H
UHTEIUICKTYa bHbIX pyHkuumi [1, 10].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PexomennoBano nanuenTtam c [1A mpoBeneHne NMCUXOIOTHYECKON MOIACPKKUA U O0ydEHUS
poauTenei mpaBUJiaM OpraHU3allMy MOMOIIM M JAMETOTEpallid B MEXIPUCTYIHBIN MEepUoJ U B
epuo 1 yrpo3sl MeTaboaudeckoro kpusa [4, 10, 16, 18].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

5. NMpodmnakTnka n gucnaHcepHoe HabnwaeHne, MegULMHCKUE MOKAa3aHUA U
NPOTMBONOKa3aHUsA K NPUMEHEeHUI0 MeTOA0B NPOoUNakTUKm

5.1. NMpodmnakTuka
Heonatanpueiii ckpuauHr B PO npoBoautcs B r. Mocka u [Ipumopckom kpae.

- PekoMmeHmOBaHa KOHCY/IbTAIlMsl Bpaya-T€HETHKA CEMbSIM IIOCJIE YCTAHOBJICHUS IHUarHo3a
nanueHTam ¢ ITA ¢ 1enpio pa3bsCHEHUH TEHETHYECKOTOo pHCKa, OOCYXICHHUS BO3MOXKHOCTEH
[peHaTaIbHON U MPEUMITIaHTAMOHHON auarnoctuku [1, 10].

Yposens yoeaurenbHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KomMeHTapuu: y4uThiBas ayTOCOMHO-PELIECCUBHBIM THI HacienoBaHusa [IA, mis kaxpaoiu
OepeMEeHHOCTH pHUCK poxkaeHus pebenka ¢ IIA cocraBmser 25%. C 1nenpi0 TpoOBEICHUS
MpPEeHATaJbHOW W MPEUMIUIAHTAIIMOHHOM JMAarHOCTUKU CYIPYXKECKON Tmape MpeaBapUuTeIbHO
HE0OX0IMMO MPOWUTH 0OCIIeIOBaHHE HA TETEPO3UTOTHOE HOCUTENbCTBO MyTaluii B renax PCCA u
PCCB, oOpatuBmIMCh B CHEIMAIM3UPOBAHHBIC TUATHOCTUYECKHE Ja0OPATOPUM W MEAMIIMHCKHE
ueHTtpel. [lpeHatanbHas OUArHOCTHKA MPOBOJUTCS MOJIEKYISPHO-TEHETUYECKUMH METOIaMH,
nyreM wuccinenoBanus JIHK, BeimenenHoit u3 OuomTata BOPCHH XOpPHOHA W/HMIU  KJIETOK
AMHUOTHUYECKOM KUAKOCTU U/UIH TIJIOJHOU KPOBH.

- PexomenmoBaHo ¢ 1enpl0 NPOQWIAKTUKMA  Pa3BUTUS  META0OIMYECKUX  KpPU30B
uHGOpMHUpPOBaHHUE pPOAWTENIEH (MM 3aKOHHBIX NpejacTaBuTeneil) mamuenta ¢ ITA o xapakrepe
3a00JIeBaHMsl, IPOBOLUPYIOMUX (PaKTOpax U MpeBECTHUKAX KPHU3a, BOZMOXKHBIX €T0 MOCIEICTBUAX
[1, 10].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMeHIOBaHO MalMEeHTaM C I1A MIpOBOANUTD HpO(I)I/IJIaKTI/I‘{CCKYEO BaKIIMHaAIlMIO B
COOTBCTCTBUMU C  HAIUOHAJIBHBIM  KaJICHAApPECM HpO(l)I/IJ'IaKTI/IquKI/IX IIPUBUBOK, BKJIKOYasd
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BaKLMHAIMIO TPOTHB TpHINAa M POTABHUPYCHOM WHGEKIMH C COOJMIOACHUEM BO3PACTHBIX
OTpaHUYECHUN IMMYHOOHOJIOTHYECKHX MPENapaToB Ha (POHE CTPOTOTO BBIMOJIHEHHS TUETHUECKUX U
Je4yeOHBIX Ha3HAYCHUN C 1enbio (opMupoBaHus F3PPEKTUBHOIO UIMMYHHOTO OTBETa OT MH(EKIUH
U TIPEAOTBPAIICHUS pa3BUTHs MeTabomueckux kpu3os [1, 10].

VYpoBeHb yoeauTenbHOCTH pekomeraaiuii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 5)

KomMmeHTapun: BakMHANMIO I1e1ecO00pa3sHO MPOBOIMTH O] KOHTPOJEM CIEIHAJIHCTOB,
MMEIOIINX OTBIT pabOTHI C MAIIMEHTAMH C META00IMYECKIMH OOJIC3HSIMH.

B mocTBakimmHaIBPHOM TEpHOAE CIEAYyeT NPUCTATBHO HAOMIOJATh 33 TPUBUTHIMH C
MOBTOPHBIM H3MEPEHHEM TEMIIEpaTypbl Tella, YTO HEOOXOAMMO JUIS He3aMeIIHTEIHHOTO
Ha3HAYEHUsS >KAPOMOHMKAIOIIEH Tepanuyd IpH JuarHoctupoBaHuu suxopaaxu > 38,0 °C,
(mapaueramon™®* wiun, noynpogen™**).

5.2. AucnaHcepHoe HabniogeHue

- PexomensoBaHO B mpoliecce KOMIUIEKCHOTO JiedeHHsl marueHToB ¢ [IA ocyiiecTBiaTh
KOHTPOJIb TIOKa3aTesie oOmiero (KIMHAYECKOTO) aHau3a KPOBH Pa3BEPHYTOTO, oOmero Oemnka,
UccnenoBanue ypoBHsI anpOymMHWHa B KPOBHU, MPEaTbOyMHH, TJIFOKO3BI, CBIBOPOTOYHOTO JKeJe3a,
nmakTaTa (MOJIOYHOM KHCIIOTHI), KOJIMYECTBEHHOTO OMNpEIeNeHUs] YPOBHS aMUHOKHCIOT (TJIHUIMH,
JICHITMH, W30JICHINH, BaJIMH, TpeoHWH) B KpoBH (KoMIuiekcHoe ompeneneHne KOHIIEHTPAIMKA Ha
AMUHOKHCIIOTBl ¥ aIlWJIKAPHUTUHBI B KpoBH, KOMIUIEKCHOE oOTpeselieHue KOHIIGHTPAIMA Ha
AMUHOKHCIIOTBl W aIWJIKAPHUTHHBI B KPOBH METOJOM TaHJAEMHOW MacC-CIIEKTPOMETPHH),
CBOOOJHOTO KapHHTWHA W MPONHOHWIKApHUTHHA. KOHTpOJMpOBaTh MapaMeTpbl KHCIOTHO-
OoCHOBHOTO coctostHusl kpoBu (MccrmemoBanue ypoBHS BOJIOpoAHBIX uOHOB (pH) kpoBwu,
HccnenoBanue ypoBHs OydepHbIx BemecT B kposu) [1, 10].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: oOmuii (KITHHUYECKUN) aHaJU3 KPOBH Pa3BEPHYTHIN KOHTPOJIUPYETCS HE pExke
1 pa3a B rog.

YpOBHU METHOHHHA, TPEOHUHA, BAJIMHA, N30JIEUIITHA B KPOBH B pPE3YJIbTATE JEUEHUS JOJLKHBI
ObITh TIPUOIMKEHBI K pedepeHCHBIM BO3PAaCTHBIM 3Ha4yeHHsIM). OCOOCHHO BaKHO 0OECIeYyMBaTh
HOPMAaJIbHBIA CHIBOPOTOYHBIA YPOBEHb aMUHOKHUCIIOT C Pa3BETBJICHHOMN yriepoAHOH 1emnbio. Tak,
HEJOCTaTOYHOE MOTpedieHue Oenka U AePUUUT H30JCHIMHA SIBISIOTCS HPUYMHONW pa3BUTHUSA
TSIKEJIOTO aKpoJepMaTuTa U CIY)KaT OCHOBAaHUEM Ui JIOTIOJHUTEILHOTO BBEJICHHUS B PallMOH
nutanus L-m3osneiinmaa B o3¢ 50-100 Mr/cyr (MpOAYKTHI MUTaHUS, COJCpPKAIIAE WU30JCHIIUH B
no3upoBke 50-100 Mr B CyTKH) B 3aBUCHMOCTH OT crteneHu aeduiura. CoaepaHue TIMIUHA B
KPOBHU MOXET ObITh YMEPEHHO MOBBIIICHHBIM.

- PexoMenmoBaHo B mpoliecce KOMIUIEKCHOTO JiedeHus ¢ [IA mpoBOAWTH ompeiecHue
MOYEYHON IKCKPEUUU 3-TUIPOKCHIIPONTMOHOBOM, METWILIMMOHHON kucinotr (KomruiekcHoe
OTpENICIICHUE COJICPIKAHUSI OPraHUYECKUX KHCIOT B MO4Ye) C ICJIbI0 CBOCBPEMEHHOTO
[peIOTBpaIleHHs pa3BUTHs MeTaboandeckoro kpusa [1, 10].

VYpoBenb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTtapun: KpaTHOCTh poBeIeHNS aHATN30B 3aBUCUT OT COCTOSHUS TAIEeHTA.

KonudecTBeHHOE ompeneseHre YpOBHS aMHUHOKUCIOT (TJIULKH, JIEHIIUH + H30JICHIINH, BaJIUH,
TpeonnH) B KpoBu (KommiekcHoe ompeneneHre KOHIIGHTpAllMM Ha aMHUHOKHCIOTBHI H
aIMIIKAPHUTUHBL B KpoBH, KoMriekcHoe ompeAeNeHHe KOHIIEHTpAallMd Ha aMUHOKHUCIOTHI M
AI[MUIKAPHUTUHBL B KPOBH METOJOM TaHAEMHOM Macc-CIEKTPOMETpPHH) — TpH CTaOUIHLHOM
COCTOSIHUU — KaxkIbIe 3-6 Mec.

B mepunon wHQEKIHMOHHBIX 3a00JEBaHUM, META0OIUYECKOTO KpU3a OINpeAelieHHEe YpPOBHSA
AMUHOKHUCIIOT B KpoBM U KapHuTuHOB (KoMmIiekcHoe ompeneneHue KOHIIGHTpAallMM Ha
AMUHOKHUCIIOTHl ¥ aI[WIKApHUTUHBI B KpoBHU, KoMIuiekcHoe ompeseneHue KOHIIEHTpAalud Ha
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AMUHOKHUCIIOTBl M AaNWJIKAPHUTHHBI B KPOBU METOJAOM TaHICMHOW MacC-CIEKTPOMETPHH )
ocymiecTBisitoT He pexe 1 paza B 7-10 nueit, KILC (MccnegoBanue ypoBHS BOJOPOIHBIX MOHOB
(pH) xpoBu, MccnenoBanue ypoBHs Oy(epHBIX BEIIECTB B KPOBH) — €KEIHEBHO JI0 CTAOMIN3AINN
IoKasaresiei.

- PexoMmeHmoBaHO ompeneneHUe YpPOBHS OOIIEro KajiblUs, MOHU3UPOBAHHOTO KaJbIUs
Heopranuueckoro gocdopa B KpoBH, 00IIIETO MAarHUs B CHIBOPOTKE KPOBU, AKTUBHOCTD IICIIOYHOM
docdarazer, MccnemoBanume ypoHs 25-OH Burammuaa [ B kpoBu, McciemoBanue ypoBHS
mapaTupe€onaHoro ropmMoHa B KpPOBU — C LCJIbIO OLCHKH MeTa6OJII/I3Ma KaJlbllUsd U KOHTPOJIA
ocreonenuu [1, 10].

Yposenb yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KOMMGHTapI/II/II HCCIICO0BaHUA ITPOBOAATCA CKETOJHO

- PexomennoBano Omnpenenenue ypoBHs BuTamuHa Bl2 (umaHoko6amaMuH) B KpOBH,
WccnenoBanue ypoBHs ¢onueBoil kucnotsl, VMccnenoBanre ypoBHS (eppUTHHA B KPOBU C LENbIO
OIIEHKH HYTPUTHBHOTO cTaTyca — exxeroaHo [1, 10].

Yposens yoeaurenbHoCTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- PexomenmoBano OrmpeneneHne akTUBHOCTU JIMNA3bl B CHIBOPOTKE KpoBHU, OmpenesieHue
aKTUBHOCTH MaHKpPEaTHYeCKON aMuia3bl B KpOBH — He pexe 1 paza B 6 Mec ¢ LIeIbI0 KOHTPOJIA
GYHKIMU TI0KEITYI0YHOM XKeJIe3bl U CBOSBPEMEHHOTO BhIsiBIIeHHs ankpeatuta [1, 10].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PexomenmoBano mamueHtam ¢ [IA wuccnenoBanume ypoBHS KpeaTMHHWHA B KPOBH,
HccnenoBanue ypoBHS MOYEBHHBI B KpoBH, lMccienoBaHue ypoBHS MOYEBOW KHCIOTHI B KPOBH,
Uccnenosanue ypoBHs muctathHa C B KpoBu, McciemoBaHWe YpOBHS KajbliMsi B MOYe,
Uccnenoanue ypoBHs pocdopa B Moue, Onpenenenue 6enka B moue, OnpeencHue aap0yMuHa B
Moue, OnpeneneHne KoarmdecTBa 0eaka B CyTOYHOW MOYE C IEIbI0 OIEHKH MOYeYHOU (pyHKIHMH —
He pexxe | pasa B roj, HauMHas ¢ 6-JIETHETO BO3pacTa WM paHee — IMPH HapYyHIEHUH (PYHKIUU
noyek. MccaenoBanue ¢yHKIMU He(GPOHOB MO KIMPEHCY KpeaTuHWHa (mpoba PeGepra) — mpu
OTKJIOHCHHUX OT HOPMBI BBIIIIE YKa3aHHBIX apamerpos [1, 10].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb T0OCTOBEPHOCTH JOKa3aTEeIbCTB — 5)

KoMMeHTapuu: KIuUpeHC KpeaTHHHHA (CKOPOCTh KIyOOUYKOBOM (UIbTpAllUM) ClEayeT
paccuuThiBaTh 1o popmyie (pacuerHas no dopmyne llIBapua, npu NOBBIIEHHONH Macce Tela — IO
dhopmyne Kokpodra-I'onmga) — (ycimyru oTcyrcTBYIOT B HOMEHKIAType MEIUIIMHCKUX YCITYT).

- PexomeHoBaHO JUIS OICHKH 3(PQPEKTUBHOCTH JUIMTEIBHOIO JICUCHHS HCIOJIb30BaTh
pedepeHcHbIe TOKa3aTeNId COACPIKAHMS TMATOICHETHYCCKH 3HAYMMBIX aMHUHOKHCIOT B KPOBH H
aTOJOIMYECKUX MeTaboIMToB B Moue [2, 4, 10, 14, 16, 18, 20].

VYpoBeHb yoeauTeabHoCTH pekoMenaauii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- PexoMeHI0BaHO OCYIIECTBIATh KOHTPOJIb HYTPUTUBHOTO CTaTyca ¢ KOPPEKIUEH MUTaHUs B
3aBUCHMOCTH OT COCTOSHHMS TTAllMEHTa U €ro TOJIEPaHTHOCTH K Oenky [2, 4, 10, 14, 16, 18, 20].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMeHTapun: KOHTPOJb (PAKTHUECKOTO MUTAHUA (XMMHYECKOTO COCTaBa pallMoOHA) MM
MIPEeYNPEXACHUS PAa3BUTUS JCPUIIMTHBIX COCTOSHUN TPOBOAAT y JeTe B peaHUMAIMOHHOM
MepPHO/JIE — €XKEAHEBHO, Y JAeTel MepBOro roja KU3Hu — He pexe 1 pasa B 7-10 mHel, y manueHToB
crapuie 1 roga — 1 pa3 B 1-3 mecaua.

- PexoMeHZI0BaHO CBOEBPEMEHHO KOPPEKTHPOBATh AUCHYHKIHUIO >KEIYI0YHO-KUILIEYHOTO
TpakTa y nauueHTta c [IA, compoBoXKIaromyrocs pBOTOHM, 3allOPOM C IEJIBIO MPENOTBPALICHUS
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pa3ButTus Metabommyeckoro kpusa [1, 10].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YpoBeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrtapuu: neru ¢ IIA uacTto nomagaroT B OTAEIEHUE MATOJOTMU JETEH PpPaHHETO
BO3pacTa, MHPEKIMOHHOE OT/AEICHUE WIM PEaHHMMALHUI0 B COCTOSIHUM METabOJIMYECKOro Kpu3a,
pasBuBIIErocst Ha poHe MeTabOIMUYECKOTO aluA03a U TUTIOTIIMKEMUH.

[IpoaOKUTENPHOCTh TOCHUTANM3AIMA 3aBUCHT OT CKOPOCTH BEpH(HKAIHWK JUArHO3a,
KOPPEKIMH METa0OJMYEeCKUX HApYIICHWH MyTeM IPOBEICHUS HHTEHCHBHON Tepanuu W Hadaia
[IATOT€HETUYECKON TUETOTEpaIluy, @ TAKKE OT CPOKOB IOSIBICHUS MOJIOKUTEIbHON AUHAMUKU CO
CTOPOHBI IIEHTPAJIbHOM HEPBHOM CHCTEMbl U JPYTUX OPraHoB, CKOPOCTH BOCCTaHOBJICHHS
[I0Ka3aTesel TIII0KO3bl KPOBU M KUCJIOTHO-ILIEJIOYHOTO COCTOSIHUSI, OTBET HA JICUEHHUE OTMEUYAETCS B
teuenue 5-7 nuel. [IpeObiBaHre B cTallMOHAPE B CpeIHEM COCTaBIsieT 21 neHb.

- PexomennoBano mposenenue anekrpokapanorpapuu (OKI'), sxokapauorpapuu (9xoKI')
BCeM marenTaM ¢ [TA exeromaHo, npyu HeOOXOIMMOCTH Yalle sl AUArHOCTHKU KapIHOMHOTIATHI
W HapyOIeHWH pUTMa ceplia M MPOBEICHUS JICUSHHs COTJIACHO COOTBETCTBYIOUIMM KIMHUYECKUM
pexomenanusam [4, 9, 10].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHTapun: mpu HEOOXOJUMOCTH, TpPH HATHYUM TOKA3aHWH JUIS HCCIEIOBAaHUS —
XOJNITEPOBCKOTO MOHUTOPHPOBAHUSI CEPACYHOTO PHUTMA, W/WIM CYTOYHOTO MOHHUTOPHPOBAHUS
apTEepUANBHOTO JIAaBJCHUS (COTJACHO COOTBETCTBYIOIIUM KIMHUYECKHM PEKOMEHIAIUSAM 10
HapYIISHUSIM PUTMa Cep/lia /W apTepUaIbHON THIIEPTEH3UH ).

- PexomenmoBano mamuentam ¢ ITA mpoBeneHue yapTpa3BykoBoro ucciemoBanus (Y3U)
OpraHOB OPIONITHOM MOJIOCTH | MOYeK (YIbTPa3BYKOBOE UCCIEAOBAHUE OPTraHOB OPIOIIHOMN MOJIOCTH
(KoMITTIEKCHOE), YIIBTPa3BYKOBOE UCCIICAOBAHUE TTOYEK) IO TIOKA3aHMSIM, B TOM YHCJIE TIPH OOJIAX B
JKUBOTE, B CBSI3M C BO3MOYKHOCTBIO Pa3BHUTHS IMAHKPEATHUTOB M Mopakenus moyek [4, 9, 10, 12, 13,
25, 26, 27, 28].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

KomMMeHTapuu: KpaTHOCTb IPOBEACHUS ONPEAEIAETCS MHIUBUIYaIbHO.

- PexomenzoBaHo mnarmeHtam ¢ [IA 1o moka3aHUSIM TIPOBEJIECHHE KOMIBIOTCPHOW WIIH
MarHUTHO-PE30HAHCHOW TOMOTpauH OpraHOB OpPIONIHOHM TMOJIOCTH, MarHuTHO-PEe30HAHCHOU
Xosanruorpaduy, MarHUTHO-PE30HAHCHOM XOJAHTHOIMAHKpeaTorpaduu i OLEHKHA COCTOSIHUS
BHYTPEHHHUX opraHoB [1, 27].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMmeHTapuu: KpaTHOCTh TIPOBEICHHS OIpPENeNseTcss WHAMBHIyalbHO. Hapko3 — 1o
MOKa3aHMSIM.

- PexoMenoBano manuenTam ¢ [1TA ocMoTp Bpauda-ogTaibMosiora Ipyu HATHYHK 0I03PCHHM
Ha MOpaXCHHE OpraHa 3pEHHUs, B TOM YHCJIE, BO3MOYKHOTO Pa3BUTHs aTpo(uu 3pUTEIHHOTO HEpBa
eKeroHo mocie 6 et [4, 9, 10].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- PexomennoBano HaOmoneHue nanveHta ¢ [IA mocne BBIMMCKM M3 cCTalMoOHapa B
amMOyJIaTOPHO-TIONIMKIMHUYECKUX ~ YCJIOBUSAX  BpadyoM-IEeIUaTpOM/BpayoM-TepaneBTOM/BpayoM
oOmiel mpakTHKH (CeMEHHBIM BpadyoM), BpPAauOM-HEBPOJIOIOM, BpPAvyOM-IUETOJIOTOM, C IEJIbIO
CBOEBPEMEHHOW KOPPEKILUK Tepanuu rnpu Heooxoaumoctu [1, 10].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexomeHmoBaHa KOHCYJIbTAllUsA BpadYa-TCHCTUKA ICTIAM C IIA ¢ OCJIIBbKO Ha3HAYCHHUA H
KOPPCKIUHU AUCTOTCPAIINU, OCYHICCTBJIICHUSA KOHTPOJIA 3a €€ CO6J'IIO,[[CHI/ICM; CEMBSM, HMMCIOIIHUM
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poacTBeHHUKOB ¢ [1A, s ianupoBaHus aetopoxaenus [6, 9, 10, 14, 37].
Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)
KoMMeHTapuu: HMHTEpBAJIBI MEXIy BH3UTAMH JIOJDKHBI ONPENCNISATHCS HHIUBUIYAIBHO C
y4eTOM BO3pacTa, TsDKECTH 3a00ieBaHHs, CTAaOWIBHOCTH OOMEHA BEMIECTB M COOIOJCHUS
JMETOTEPAITHH.

- PekoMeH10BaH MYNbTUAMCIUIUIMHAPHBIA TOIXO0/ K HAOIIOACHUIO U JICYEHUIO MAIUEHTOB C
ITA cnenmanucramMu pasHbIX mpoduieil (BpadyoM-IeauaTpoM, BpadyOM-TEpPAieBTOM, CEMEHHBIM
BpayoM, Bpa4yOM-T€HETUKOM, BPadyOM-HEBPOJIOTOM, BPa4yOM-IUETOJIOIOM, BPadOM-TPaBMaTOJIOTOM-

OpTOTICIOM,  BPAdOM-JHIOKPHUHOJIOTOM/BPAadYoOM  —  JCTCKHM  DHJIOKPHUHOJOIOM,  BpadoM-
KapAMOJIOrOM/BpayoM — JIE€TCKUM KapAHOJIOroM, BpadyoM-O0(TaJbMOJIOIOM, BpayoM-CypAOJIOTOM-
OTOPHHOJIAPUHTOJIOTOM, BpPadyOM-CTOMATOJIOTOM/BpauoM — JIE€TCKUM CTOMAaToJOrOM, BpadyOM-

racTpO’HTEPOJIOTOM,  BpavOM-aJlJIEProJIoroOM-UMMYHOJIOTOM, — BpPayOM-Ie€MaToJIoroM/BpadoM — —
JETCKMM  T'eMaTOJIOTOM,  BPAdOM-TICHXHATPOM,  BPadoOM-peaOHMIIUTOJIOTOM,  MEIUIIMHCKAM
TICUXOJIOTOM, JIOTOTIEIOM-Je(EKTOJIOTOM W JAPYTMMH) C 1EJIbI0 O00ECIeUeHUs] KOMIUIEKCHOM
Teparuy ¥ CBOCBPEMEHHOM ee KoppeKuuu rnpu Heooxoaumoctu [1, 10].
Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapun: mamueHThl ¢ CHMITOMATUYECKOW SIUJIETICHEH HYKIAIOTCS B HaOIIOIEeHUN
Bpaya-HEBPOJIOTa C OMBITOM pabOTHl C MAIMEHTAMH C JIWJICTICHEH, a TakKe Bpada-KapIuoJora
(Bpaua — JETCKOTO KapJauoJjora), Bpada-racTPOdIHTEPOJIOTa, Bpada-oPTaIbMOJIOTAB CBSI3H C
BBICOKMM PHCKOM Pa3BHTHUsS KapJAHMOMHUOTIATHH, HAPYIICHUH pUTMa Cepiia, OCTPOTO MaHKpeaTuTa,
atpodun 3putenbHbIX HepBoB. Heobxomum kouTpons I3, OKI, DOxoKI, xontepoBckoe
MOHHUTOPHPOBaHUE cepAcuHoro putMa ¥Y3U BHyTpeHHUX opraHoB (1-2 pa3a B ToJ 1O MOKa3aHUsM ).
ExerogHo mnamMeHThl OJDKHBI MPOXOIUTH YIIyONEHHYIO JUCIAHCEPU3alUIo, T/ TaKkKe
OCYIIECTBISIOTCS HEOOX0qMMbIe peadunuTaroHHbie Meporpustus ([Ipunokennn A3.5).
Pongutenu nomkHbI ObITH OOy4YeHBI MpaBUIaM OpPraHHU3AlUHM TEpaluud B MEKIPUCTYIHBII
MepuoJ ¥ B TEPUOJ yrpo3bl MeTa0oJMYecKoro Kpusza. Y pebOeHka mpu ceOe Bceraa Jo/DKHa
HaxXOJUThCSl TaMsATKa C YyKa3aHUEM HEOTJIOKHBIX MEPONPHUSATHII B MEpHOJ HAUYWHAIOLIErOCs
MeTaboIMYeCcKOro Kpus3a

6. OpraHusauusa okasaHMA MeAULMHCKOW NoMoLUm

NMoka3aHuAa ans nnaHoBOMW rocnuTanusauum B MeaAUUMNHCKY opraHn3auuio

1. mpoBeieHUE NUATHOCTUKH W JICYCHHUsS, TPEOYIOIIME IMPOIOJDKUTEIBHOTO (JIHEBHOE WIIH
KPYIJIOCYTOYHOE TpeObIBAaHUE) MEAMIMHCKOTO HAONIOJACHUS W  MOHHUTOPUHIA  KIIMHHKO-
1a00paTOPHBIX MOKA3ATEIICH;

2. HeoOXOJMMOCTh TPOBEACHUS PA3JIUYHBIX BHJIOB O3KCIEPTU3 WM OOCICIOBaHUS B
MEJIUIMHCKOW OpraHu3aliy MPH HEBO3MOXKHOCTU IMPOBEACHUS MX B aMOYJIaTOPHBIX YCIOBHUSX (B
TOM uncie oopMieHHE 3aKTI0UeHus (peeparbHOro KOHCHINYMa/BpaueOHOW KOMUCCHU).

MokasaHus Onst 3KCTPEHHOM rocnuTanusauMm B MeAULMHCKYIO OpraHM3auuio
1. OCTpBIC YIrpOXaromue g XKU3HU W PA3BUTHA OCIOKHEHUU COCTOsAHMUA, Tpe6y10H_II/IC
HCOTJIOXKHOIo JCYCHUA, B TOM YHCIIC WHTEHCUBHON TEpalliu, a TaKXKE KPYIJIIOCYTOYHOI'O

MCIHUIIMHCKOT'O Ha6J'II-OI[eHI/I$I U MMPOBCACHUS CIICIUAJIbHBIX BUIOB 06CJ'I€I[0B8.HI/I}I H JICUCHUA.

NokasaHuMA K BbINUCKe NauueHTa N3 MegULIMHCKOWM opraHnsauum

1. OTCYTCTBHUC YI'pO3bl IS KU3HU MAUCHTA U YI'PO3bl pa3BUTHUSA OCHOX(HCHHﬁ, Tpe6y10H.lI/IX
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HEOTJIOKHOTO JICYEHUS MPH 3aBEPIICHUE TUArHOCTUIECKUX MEPOTPUSATHIA.

2. crabunu3amysi COCTOSHUST W OCHOBHBIX  KIIMHUKO-JIAOOPATOpPHBIX  IOKa3aTesei
MATOJIOTMYECKOTO TIPOIEcca, OTCYTCTBHE HEOOXOAMMOCTH B IPOJOJIKUTEIBHOM MEIMIIMHCKOM
HaOJI0IeHUH (JTHEBHOE MJTH KPYITIOCYTOYHOE MpeObIBaHKE);

3. BBINOJIHEH ILJIaH O6CJICIIOB3,HI/I$I U JICUCHHA IallMCHTA, JdaHbl PCKOMCHAAIWH II0
JanbHeHeMy HaOMI0ICHUIO U JICUCHHUIO.

4. HeoOXOAMMOCTH TIEpeBOJa TMAalMEeHTa B JPYroe MEIUIMHCKOE YYPSKICHUE WU
YUPEXJICHNE COLMATBHOTO 00ECICUCHHUS.

MpWHUMNbLI OpraHn3auum MeguULIMHCKON NoMolum nauyueHTam c MNMA

[TocranoBka amarHoza IIA cTaBHT MHOTO BOIPOCOB TI€pel POJCTBEHHUKAMHU IAllMCHTa H
nepes; CHeNHaIuCcTaMH, padOTAIOMIMMU C TaKUMHU IalMeHTaMd. MHOTOYHCIIEHHBIE TMPOOIIEMBI,
BO3HMKAIOIIME NMpU OOHApY)KEHUM M Pa3BUTHU 3a00jieBaHMs, TPEOYIOT I'paMOTHOW OpraHU3aluu
mporiecca OKa3aHWs MEAWIWHCKOW TOMOIIM TPH YYaCTHH MYJIbTHAUCIHUILUTMHAPHONW KOMAaHIIbI
CTIEIMAIMCTOB U COOJIOZCHUSI OCHOBHBIX IPUHITUITOB | TIOJIX0/I0B K €€ OKa3aHHIO.

JlaHHbIE TPUHIMIBI JIOJDKHBI COOJIFOMATBCS Ha JIFOOOM JTare OKa3aHWs MEIUITUHCKON
MTOMOTIIH, KaK B MOMEHT TIOCTAaHOBKH JMarH03a, Tak U Ha JJFOOOM dTare HaOIroIeHHs TallueHTa.

1. [1arueHT U ero mpeACTaBUTENN JOJKHBI NOJTydaTh MOJIHYI0 HH(OpMaIHio 0 3a00JI€BaHNUY,
€ro TeYCHUH, MMaTOTeHe3e, MPOTHO3aX, OCIOKHEHHUAX H METOJaX BO3MOXKHOH Teparmu.

2. Tnarno3 ITA noxpa3zymeBaeT BO3MOKHOCTh OKa3aHMS IIEPBUYHOM, CIIEHUATIU3UPOBAHHON U
MAJTHATHBHOW TTOMOIIIM HA BCEX Tanax 3a00JieBaHusl.

3. Ilpu mocrtanoBke pauarHo3za IIA, cembsi NODKHA OBITH HAmNpaBJIeHa K CHCIHAIKCTY,
HMEIOIIEMY OMBIT paboThl ¢ manueHtamu ¢ [IA, oOmamaromero coBpeMeHHOW HHGOpMaIHen o
TeYeHUH 3a00JeBaHUsI M BO3MOXKHOCTH Y4YacTHUSl B KIMHUYECKMX HCIHBITAHUAX (HOBBIX
JIEKapCTBEHHBIX IMPENapaToB W/WIM TEXHUYECKUX YCTpOMCTB). Takke BaXHBIM SIBIISIETCA
WH(POPMHUPOBAHUE CEMEH O CYIIECTBYIONIUX OOIIECTBEHHBIX OPTaHM3AIUAX, pa0OTAIOIMINX C 3TON
TCPYIION NallMeHTOB.

4. K nabmionenuto 3a nanueHToM ¢ [1A nomkHa ObITh MpUBICYEHA MYIbTHAUCUUIIIMHAPHAS
KOMaHJia CHEIHAINCTOB B COCTaBe: Bpaua-NieAuarpa, Bpaya-TepaneBTa, CEMEHHOro Bpaua, Bpadya-
reHeTHKa, Bpaya-HEBpPOJIOTA,  Bpaya-JUETOJIora,  Bpadya-TpaBMaToJiora-opToliena,  Bpadya-
SHJOKpPHUHOJIOTa/Bpaya — JETCKOr0 SHIOKPUHOJIOTa, Bpauda-Kapauojora/Bpaya — JIETCKOTO
KapAHoJora, Bpava-opTaIbMOJIOra, Bpaua-cypA0J0ra-0TOPUHOJIAPUHT0JIOTA, Bpaya-
CTOMAToJIOTa/Bpaya — JETCKOIO0 CTOMAToJiora, Bpauda-racTpOdHTEPOJora, Bpada-ajuieprosiora-
MMMYHOJIOTa, Bpaya-TeMarojiora/Bpadya — JI€TCKOTO TeMaroJiora, Bpada-lCUXHUarpa, Bpaya-
peabunuTonora, MEAMIIMHCKOTO TICHXOJIOTa, Joromena-aedexkromora u apyrux. [pyrue
CHEIHATUCTBI JOJKHBI PUBJIEKATHCS IO MEPEe BOSHUKHOBEHHUS CIIEIU(UIECKIX TTPOOIIEM.

Kommenrtapuu: B kpyr ob6s3aHHOCTEl Bpaua-TeHETUKa BXOAUT 00CIeI0BaHNE U MOCTAaHOBKA
nrario3a, MHGOPMUPOBAHHWE CEMbU O 3a00JIEBaHMM, COCTABIEHHE IUIaHA MHOTOMPO(UIBHOTO
HaOmoeHNs, HaOIIOZeHHe 3a MAIlMeHTOM, OILIEHKAa IWHAMUKA U CTENEHb MPOTPECCHPOBAHUS
3a00JIeBaHMs TPU PETYISAPHBIX OCMOTPaX, Ha3HAUYEHHUE M0/1Jep KUBAIOLIEH Teparuu.

7. OJononHutenbHas uHdopmauma (B ToMm uucne akTopbl, Bnusilolme Ha
ucxopn 3aboneBaHUA NN COCTOAHUA)

be3 mnaToreHeTHueckoro Je4eHHs B TEPHOJ METAa0OJIMUYECKOro KpH3a MOJaBIIsoLIee
OonpmMHCTBO — fereid  morubaer. Ilpu  cBoeBpeMeHHONW  KOppeKIMH H  HpOQHIAKTHKE
MeTa0OJIMYEeCKUX KPU30B, COOJIIOJJCHUN U CTPOTOM KOHTPOJIE MAaTOr€HETHYECKOW TUEeTOTepanvuu U
CHUMIITOMAaTUYECKOTO JICUEHUS MPOTHO3 IS )KU3HU OJIaronpusTHBIH.

IIporHo3 cocTOsHHMS W YPOBHS IICUXWYECKOTO PAa3BUTHs MAlMEHTAa 3aBUCUT OT TAKECTH
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SaGOﬂeBaHI/IH, HaJIN4YUig I/IHCYJ'IBTOHOI[O6HBIX COCTOHHHﬁ, BOBJICHUCHHUS B HaTOJ'IOI‘I/I‘-IeCKI/Iﬁ Hpouecc
BHYTPCHHUX OpraHoB (IIOYKH, CEpALe, IOJDKEIYJ0YHAas JKejie3a), a TakKe CpPOKOB Hayaa
CIEUUANIM3UPOBAHHON TEpanMM W KadecTBa JICYCHUS, CIIOCOOHOTO MPEayNpeauTh MPHUCTYIIBI
MeTa00INIECKON TEKOMIIEHCAIINH.

KpI/ITepVIVI OLIeHKMN KayecTBa MeAULMHCKOMN NOMOLLU

N Kpurepun kauectna Onenka
BBITTOJTHEHUS
1. BoinonHeHo nanueHTaM ¢ KiIMHMYecKMMH npuzHakamu IIA mposenenue | Jla/Her

KOJINYECTBEHHOTO  OIPEACNICHHUs  ypPOBHA  aMHUHOKUCIOT B  KpPOBH
(KommiiekcHoe  ompenenieHHe  KOHLEHTpAallMd  aMHMHOKUCIOTBI U
AUUIKapHUTUHBL B KpoBHM, KOMIUIEKCHOE ompeneneHne KOHLEHTpaluu
AMUHOKHCIIOTHl U allWJIKAaPHUTHUHBI B KPOBH METOJOM TaHIEMHOM Macc-
CHEKTPOMETPHH) IPU YCTAHOBJIEHUM JUarHo3a

2.  |IIpoBeneH MOJIEKYASIPHO-TEHETUIESCKUN aHATTN3 TIPH YCTAaHOBKE JMArH03a Ha/uer
[IpoBeneHa KOHCyIbTalKs Bpadya-reHeTUKa Py yCTAHOBKE JUArHo3a Ha/ner
4. Hasnauena nuerotepanusi npu yctaHoBieHHOM nuarHoze IIA, panee|/la/Her

KOHTpPOJIb HE pexe | pa3a B rox

5. Ha3znaueno JieueHue #IE€BOKAPHUTHHOM TP HAJWYUU MEIUIIMHCKHX | [a/HeT
MOKa3aHUM U OTCYTCTBUU MPOTUBOTIOKA3aHUI

6. BoinosHeHbl MepONpHATHS 10 KOPPEKIUHU JUeToTepanuu WU mpoBedeHuro | Jla/Her
WHTEHCUBHOW Tepanuu mpu MeTaboInueckoM KpHu3e
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[Tpunoxxenue Al

Cocrtas padoueii rpynnsl 1o pa3padoTke ¥ NepecMOTPY KIUMHHUYECKUX
peKoMeHaumin

baraesa Mannena DOHBepoBHa — K.M.H., CTapliMii Hay4YHbId COTPYAHHMK OTJEJICHUS
MeUATPUIECKON TacTpodHTEpoJioruu, renaronoru u nuerosnoruu Kinuauku OI'BYH "OUIL]
MUTaHUS U OMOTEXHOJOTHH".

baiinakoBa l'asmna BukropoBHa — K.0.H., BEQylMH HayuyHBI COTpPYIHHK JabopaTopuu
HacleICTBEHHBIX Oone3Heil obmena @PI'BHY "Menuko-reHeTnyeckuil HaydHbI LEHTP HM.
akagemrka H.I1. BoukoBa", uien Poccuiickoro o0IecTBa MEIUIIMHCKUX T€HETHKOB.

bapanos Anekcannp AnekcanapoBud — akaja. PAH, npodeccop, 1.M.H.; TOYETHBINA MPE3UACHT
Coroza nenuatpoB P®, copetHuk pykoBoautenss HUM nenuarpun n oxpansl 310poBba aeted [IKb
PAH, nmpodeccop xadenpsl nenuatpun u nerckoin pesmaronoruu GI'AOY "llepeoiit MI'MY nm.
N.M. CeuenoBa" Munzapaa P® (CedyeHoBckuili VYHUBEPCHUTET), IJIaBHBIA BHEIITATHBIN
cnenuanucT neauarp Munsapasa PO.
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310poBbs AeTel" Mun3zapasa PO, unen Accormanun METUIIMHCKUX T€HETUKOB.
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podUIAKTUKN WHBATUIU3UPYIOMUX 3a0oseBanuiit HUM neamatpuu u oxpaHbl 370pOBbs JETEH
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OI'bOY BO "PHUMY um. H.U. ITuporosa" Munzapasa PO.
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[Tuporosa" Munszapasa PO, wien Coro3a nenuarpon PO.
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6one3neir oomena @PI'BHY "Menuko-reHeTHueckuii HaydHblii LEeHTp M. akagemuka H.IL.
Bboukora", unen Poccuiickoro o0miecTBa MEAUIIMHCKUX T€HETUKOB, YIEH €BPOMEHCKOro 00IecTBa
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Kynes Cepreii WBanoBuu — wi-xopp PAH, nm.uH., aupexkrop ®I'BHY "Menuko-
FeHEeTUYECKUU HaydHbli 1eHTp uM. akaaemuka H.II. bouxoma", Ilpesument Acconuanuu
MEJIMIIUHCKUX TeHeTUKOB (AMI).
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JETCKUN CTICIHAIIACT 10 TpoduiiakTuaecko Menuiinae Munsapasa PO

Hukonaesa Ekarepuna AuiekcaHIpoBHa — J.M.H., PYKOBOJMTENb OTAENA KIMHUYECKOU
resetnku OCII "Hay4yHo-uccnenoBarenbCKUil KIMHUYECKUH HWHCTUTYT T€IUATPUU HMEHU
akanemuka FO.E. BenpTumesa" ®I'AOY BO PHUMY umenu H.U. [Muporosa, wien Poccutiickoro
oOmiecTBa METUIIUHCKUX T€HETUKOB, YWIEH ACCOLMAIIMU MEIULIMHCKIX T€HETUKOB

[TamkoBa Mpuna EBreHbeBHa — K.M.H., 3aBeayollas neauarpuyeckuM otaeiaeHuem OI'bY
"HaunoHanpHpI MEIUIMHCKUI HUCCIENOBATEIbCKUN LIEHTP TPAHCIIAHTOJOTUM U UCKYCCTBEHHBIX
opranoB uMenu akajgemuka B.W. [llymakoBa" MunucrepctBa 31paBooxpaneHus PO

[lewatnukoBa Hartanes JleoHnIOBHa — Bpau-HEBPOJOT, 3aBEAYIOLIUMN  OTACICHUEM,
Mopo3sosckas JII'Kb /I3M

[IymkoB Anekcanap AnekceeBUY — K.M.H., BEAYUIUH HAy4YHBIM COTPYAHHUK JabopaTopuu
MOJIEKYJIIPHOM TE€HETUKU U MeAuUMHCKOM reHoMukun OPI'AY "HanumoHnanbHbli MEAMIIMHCKUN
HCCIEA0BATENbCKUN LEHTP 310poBbs Aereil" MunzapaBa PO, unen Acconuanuu MEIULMHCKUX
TE€HETUKOB.

Periuna CBernana AdanacbeBHa — K.M.H., Bpau-reHeTuk ®I'BHY "Menuko-reHeTndeckuii
HayuyHblid 1eHTp uM. akagemuka H.IT. Boukxoa", umen Poccuiickoro oOmiecTBa MeAULMHCKUX
TE€HETUKOB, WieH ACCOLMAMN MEIUIIMHCKUX T€HETUKOB.

CaBoctesiHoB Kupumn BukropoBud — 1.0.H., HadalbHUK IeHTpa (GyHIAMEHTaIbHBIX
uccneoBanuid B neauatpun GI'AY "HaunmoHnanbHbIH MEAMIIMHCKUANA HMCCIIEIOBATEIBCKUM LEHTP
310poBbs AeTeil" Munsapasa PO, unen Acconmanuy MEIUIUHCKUX T€HETHUKOB.

CenumssiHoBa Jlwnns PoGepToBHA — K.M.H., Bexyuuii HayuHblii corpyanuk HUU neauarpun
u oxpansl 310poBbs eteit LIKb PAH MunucrepcrBa Hayku U Beiciiero oopasoBanust P®, noneHr
kadenpsl neauatpun U aerckoil pesmatonorun ®I'AOY "llepsoiit MIMY um. .M. Ceuenona"
MunsapaBa P® (CeueHoBckuii YHuBepcUTET), IOLEHT Kadenpbl (akyabTeTCKON meauaTpuu
neauarpudeckoro (akynsrera ®I'BOY BO "PHUMY um. H.U. ITuporosa" Munszapasa P®, unen
Coro3a neguatpoB PO.
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CmupHoBa Ogpra SIkoBieBHa — Bpau-TEHETUK, CTapLIMil HAay4yHBI COTPYAHUK OTIENa
CTaHJAPTHU3aLMU U H3Yy4CHUS OCHOB JoKasarenbHOM Mmeaunuusl HUW nenmatpuu U oxpassl
3nopoBbs nereil IKb PAH MunucrepcrBa Hayku u Bbiciiero oOpaszoBanust P®, uiren Corosa
neauatrpos PO, unen Accouuanuy MEAULUHCKUX T€HETHUKOB.

CrpoxoBa Tarpssna BukropoBHa — aM.H.,, mpodeccop PAH, 3aBenmyromas otaeneHuem
MeIUATPUIECKON TacTpodHTEepoJioruu, remarosoru u auerosoruu Kinuauku OI'BYH "OUIL]
MUTaHUSA U OMOTEXHOJIOTUN".

Tenaes Pyctom ®apuioBuy — 1.M.H. 3aBEAYIOIUN OTIECICHUS PEaHUMALlMA M UHTECHCUBHOMN
tepanuu OI'AY "HauuoHanbHbIT MEAMIIMHCKUANA MCCIEIOBATEIBCKUNA IEHTP 3I0pOBbs AeTeit"
Munznpasa PO.

®ucenxo Annpeit IletpoBud — a.M.H., mpodeccop, 3aciyxeHHbliil Bpau PO, nupexktop PI'AY
"HaunoHanbHbINH MEAUITUHCKHUIN HCCIIEIOBATEIBCKUN LIEHTP 310pOBbs neTeil” Munzapasa PO.

Hpe)ICTaBI/ITCJ'H/I O6HI€CTB€HHBIX MNaIMuECHTCKUX OpFaHHSaHHfII
[lorocsn Hennmu CepreeBHa — mnpexacraButenb Bceepoccuiickoro oOmiectBa opQaHHbBIX
3a00JieBaHU

ABTOpBI TOJATBEP)KIAIOT OTCYTCTBHE (PUHAHCOBOM MOJIEPKKU/KOHGIMKTAa HHTEPECOB,
KOTOPBII HEOOXOAMMO 0OHAPO0BATH.

[Tpunoxxenue A2

MeTtonoJ10rusi pa3padoTki KIMHUYECKHX PeKOMEH AU

Hacrosmue  pekoMeHmanud  MpeaHAa3HAYeHbl  UIS  TNPUMEHEHUS  MEIUIMHCKUMU
OpraHU3AIUSIMU U YUPSKICHUAMH (DelepalbHbIX, TEPPUTOPHATBHBIX U MYHHUIIUITAIILHBIX OPTaHOB
YOpaBJICHUS 3PABOOXPAHCHHEM, CHCTEM O0O0s3aTeIbHOTO M JOOPOBOJBHOTO METUITMHCKOTO
CTpPaxOBaHHUsI, APYTUMH MEAWIIMHCKUMH OpPraHU3alUSIMH Pa3IMYHBIX OPraHU3alMOHHO-TIPABOBBIX
(hopM AeSITEIIBHOCTH, HAITPABJICHHOW HAa OKa3aHUE MEAMIIMHCKON TTOMOIIIH.

Hacrosmue pexkoMeHIanMyu yCTaHABIMBAIOT BHUIB, OO0BEM M HWHIUMKATOPHl KavecTBa
MEJIUIIMHCKOM MOMOIIIM MAaIlUEHTaM MPH MPOTTMOHOBOM alluIEMHUH.

Kimandeckne pekoMeHJaluKM CO3/IaHbl Ha OCHOBaHMM 0030pa smteparypbl 1990-2020 rr.
Medline (Pubmedversion), Embase (Dialogversion) u Cochrane Librarydatabases, Orphanet u
OMIM, a Takxke MexayHapOAHBIX KIMHUYECKUX PEKOMEHJALUUW IO JAUATHOCTHKE, JICUCHUIO U
BEJECHUIO OOJIBHBIX C META0OIMYECKUMH OOJIE3HSIMH.

bouin  ucnonp30BaHBl  MHTEPHET-IAHHBIC, MPEACTABICHHbIE HAa MEXKIYHAPOIHBIX U
HAI[MOHANIBHBIX calTax OOIeCTB peAkux Oose3Hell W OOLIECTBEHHBIX opraHuzanuil. ['nmybuHa
IMOMCKA COCTaBJIsIA 5 JIET.

Onenka ypoBHSI YOEOUTENBbHOCTH PEKOMEHAALNNA U YPOBHS JOCTOBEPHOCTH JI0Ka3aTEIbCTB
MPUMEHEHHs] MEAUIMHCKUX TEXHOJOTHI MpOBOAWIACH B COOTBETCTBHM C YHU(DUIIMPOBAHHON
IIKaIO0|, MpUBeeHHON B Tabnuiax 1-3.

LleneBas ayautopua faHHbIX KNTMHUYECKUX peKoMeHaauum

- Bpauu-nenuatpsl,

- Bpauu o011el MpakTHKH (CeMeiHbIe Bpaun);
- Bpauu-TeparneBThI

- BpauU-TE€HETHKH;

- Bpauu-/IMeTOJIOTH;
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- BPauu-raCTPOIHTEPOJIOTH;
- Bpauu-aJuIepProJIorH-HMMYHOJIOTH;

- BPauu-TPaBMaTOJIOTH-OPTOIIEIbI

- BPauu-3HJOKPHUHOJIOTH/BPAUU — JETCKUE SHIOKPUHOJIOTH;
- Bpauu-HEBPOJIOTH;

- BPauU-TICHXUATPBI

- BPauyU-KapIUOJIOTH/IETCKUE KapIUOJIOTH

- BPauu-CTOMATOJIOTH/Bpadd — JIETCKUE CTOMATOJIOTH

- Bpaun-aHeCTEe3U0JIOTH-PEaHNMATOJIOT 1;

- Bpauu-HEOHATOJIOTH;

- Bpauu-Hedposoru

- BPauu-ypOJIOTH/BPAuN — IETCKUE YPOJIOTH-aHIPOTIOTH

- Bpauu J1JabopaTOpHOM T€HETUKH;

- MEJIUITUHCKUE TICXOJIOTH;

- nedexToyory;

- CTYJEeHTHI MeTUIIMHCKUX BY30B;

- oOyuaromuecs B OpJUHATYPE;

- oOyJaromuecs B acCupaHType.

Ta6bnuua 1. lUkana oueHKM ypoBHeM AOCTOBEepPHOCTUM AokasatenbctB (YOMO) Aans
MeTOAO0B ANarHOCTUKM (AMarHOCTMYECKUX BMellaTesibCTB)

Y

Pacmudposka

1

CucremaTnueckue 0030pbl HCCIEIOBAaHUM C KOHTpOJIEM pPEePEpEeHCHBIM METOJOM WIIH
CUCTEeMAaTUYeCKui  0030p pPaHIOMHU3UPOBAHHBIX KIMHHUYECKHX  HCCIEIOBaHUN C
MpUMEHEHHEM MeTaaHalln3a

OT,Z[GJ'IBHBIC HCCIICA0BaHUA C KOHTPOJIEM pe(bepeHCHI)IM METOJAOM MM OTACIBHBIC
PAaHAOMHU3HUPOBAHHBIC  KIMHUYCCKHUE  HCCICAOBAaHUA MW  CUCTEMATHYCCKUC O630pI)I
I/ICCJ'ICI[OBaHI/II‘/'I JIF000TO I[PIBafIHa, 3a HUCKIIIOYCHUEM PAaHIAOMHU3HWPOBAHHBIX KIIMHUYCCKHUX
I/ICCJ'IGI[OBaHI/II‘/'I, C IPpUMCHCHUEM METaaHalln3a

I/ICCJ'IG,Z[OBaHI/ISI 0e3 IOCJICA0BATCIIBHOTO  KOHTPOJIA pe(bepeHCHBIM MCTOJOM HJIK
HUCCiIcaJOBaHUA C pe(l)epeHCHI)IM METOJAO0OM, HE ABIAKOINUMCA HE3aBUCHUMBIM OT
uceiaeayemMoro Metola Nl HEpaHA0OMU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICIOBAaHUs, B TOM
YUCJIC KOI'OPTHBIC UCCIICAOBAHNA

HeCpaBHI/ITCHLHHC HCCJIICA0BAaHUs, OIIMCAHUC KIIMHUYCCKOI'O ClIyvdast

Hmeercs muis 000CHOBaHHE MEXaHU3Ma HeﬁCTBHﬂ HJIM MHCHHUC DKCIICPTOB

Tabnuua 2. LlIkana oueHKM ypoBHEeW [OCTOBepHOCTM AokasatenbctB (YAO) ans
MeToAoB MNPOdUNAKTUKK, JevYeHUA w peabunutaumm (NpodmnakTU4ecKux,
ne4yeo6HbIX, peabMNUTaLNOHHbIX BMELLATENbCTB)

YA

PacmndpoBka

1

Cucremarnueckuit 0630p PKU ¢ npuMeHeHrnem MetaaHanmsa

2

Otnensupie PKU u cucrematudeckne 0030pbI HCCIENOBaHHWM IIOOOTO u3aiiHa, 3a
uckimouennem PKH, ¢ npuMenennem metaanainsa
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HepaHI[OMI/I?;I/IpOBaHHbIe CpPaBHUTCJIbHBIC UCCIICAOBAHMA, B T.4. KOTOPTHBIC UCCIICAOBAHUSA

4 HecpaBHuTenbHBIC UCCIEAOBAHUS, ONMMCAHUE KIMHHYECKOTO CIyJas WM CEPHU CIIy4dacs,
uccaeaoBaHus "'ciydai-KOHTPOJIb"

5) Nmeercss numb 000CHOBaHHME MEXaHHW3Ma JCHCTBHSI BMEIIATEIHCTBA (IOKIMHHYECKUE
WCCTIE0OBAHUs) WJIM MHEHHE SKCTIEPTOB

Tab6nuua 3. Llkana oueHKU ypoBHeu ybeautenbHocTU pekomeHpauumm (YYP) ans

MeTOAOB npocunakTukm, AWarHoCTUKM, neyeHus " peabunutauun
(npodpmnakTnyeckunx, AWarHoCTUYeCKUX, neyeo6HbIX, peabunuTaunMoHHbIX
BMellaTenbCTB)

YVyPp Pacumgposka

A CunpHas pexkomeHaalus (Bce paccMarpuBaeMble KpuUTepuu 3((eKTMBHOCTH (MCXO[bI)

SABJISIFOTCA BaXHBIMH, BCC HCCIICAOBAHUA HWMCIOT BBICOKOC WM YIAOBJIICTBOPUTCIIBHOC
MCTOJAOJIOTHYCCKOE Ka4Ye€CTBO, HMX BBIBOJAbI II0 HWHTCPECCYIOIIUM HUCXOJaM SABJIAKOTCA
COTJIAaCOBAHHBIMH)

B VYcnoBHas pekoMeHAanus (He Bce paccMaTpUBaeMble KpUTEpUU 3PPEKTUBHOCTH (MCXOIbI)
SBIIIOTCA Ba)XKHBIMH, HE BCE HCCJIEJOBAHMSI MMEIOT BBICOKOE WJIM YIOBJIETBOPUTEIBHOE
METO/I0JIOTMYECKOE Ka4eCTBO M/MIIM UX BBIBOJbI IO MHTEPECYIOIIMM MCX0JIaM HE SIBISIOTCS
COTJIACOBAHHBIMHU )

C Cnabass pexkoMmeHmamusi (OTCYTCTBHE JOKa3aTEIbCTB HAJIEXKAIIeTo KadyecTBa (Bce
paccmarpuBaeMmble KpuTtepud S(HPEKTUBHOCTH (MCXOIBI) SIBISIOTCS HEBAXHBIMH, BCE
WCCIICZIOBAaHUSI HMEIOT HHU3KOE METOJOJOTMYECKOe KAa4eCTBO M WX BBIBOJIBI 10
WHTEPECYIOIINM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

Mopsaaok oGHOBNEHUST KNMMHUYECKUX peKoMeHaaumum

MexaHus3m OOHOBJICHUS KITMHAYECKUX PEKOMEH Tl npeaycMaTpuBaeT HX
CHUCTEMATHYECKYIO aKTyallM3aIi0 — HE peXe YeM OJWH pa3 B TPH I'ojJia, a TaKKe MPHU IMOSBICHUN
HOBBIX JAHHBIX C TIO3WIMM JO0Ka3aTeIbHOM MEIUIMHBI TI0 BOIPOCAM JHWAarHOCTHKH, JICUCHUS,
npodUIaKTUKH W peaOuauTallid  KOHKPETHBIX  3a00JICBaHWM, HAIWYUU  OOOCHOBAHHBIX
JIOTIOTHeHUI/3aMeuanuil K panee yrBepxkaeHHbIM KP, Ho He yaie 1 paza B 6 Mecs1ieB.

[Tpunoxenne A3

CnpaBo4Hble MaTepHuaJibl, BKJIKYas COOTBETCTBHE NOKA3aHUI K NIPUMEHEHHU IO
U IPOTUBOINOKA3AHUIA, CIOCO00B MIPHMMEHEHHS U 103 JIeKAPCTBEHHBIX
NpenapaToB, MHCTPYKIUH 10 MPUMEHEHHUIO JIEKAPCTBEHHOT 0 Mpenapara

1. Ilpuxaz Munsgpascoupaszsutus PO N 185 ot 22.03.2006 roma "O wmaccoBom
o0cIieJ0BaHNM HOBOPOXKIEHHBIX JieTell Ha HacleACTBEHHbIE 3a001eBaHu",

2. Ilpuka3 MuHucTEpCTBa 31paBOOXpAaHEHUS U coluanbHoro pazsutus PO ot 16 ampens 2012
r. N 366H "O06 yrBepxxaenuu [Topsaka okazaHus neauaTpudeckoi momomu"

3. Ilpuka3 Munucrepcra 3apaBooxpaneHuss PO "OO6 yrepxnaenun Ilopsaka okxazaHus
MEIULUHCKOM MOMOIIM OOJIbHBIM C BPOXKJAEHHBIMH M (MJIM) HACJIEICTBEHHBIMU 3a00J€BaHUAMU" OT
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15 Hos16ps1 2012 1. N 9170

4. TlocranoBnenue I[IpaBurensctBa PO ot 9 ampens 2015 roma N 333 "OO6 yrBepxkaeHUH
[IpaBun ¢GopMHUpoBaHUs TMEPEUYHS CIEIUATU3UPOBAHHBIX MPOAYKTOB JICUEOHOTO WHTAHUS IS
nerei-uaBanngoB"

5. Tlpuka3 MmunucrepcTBa 3apaBooxpaneHuss P® or 14 smBaps 2019 r. N 4u "OO6
YTBEP)KJICHUH TIOPs/IKa Ha3HAUSHHS JIKAPCTBEHHBIX IpenapaToB, GOpM pelenTypHBIX OJAHKOB Ha
JIEKapCTBEHHBIE MPETaparhl, NopsaKa 0(OpPMIICHHUS YKa3aHHBIX OJJAHKOB, X y4eTa U XpaHeHHs "

6. Pacnopsokenue IlpaBurenscrBa PO ot 31 nexadbpsa 2018 r. N 3053-p "OO6 yrBepxaeHuu
NepeyHell MEAULIMHCKUX HW3JeIMM, HMIUIAaHTUPYEMBIX B OpraHu3M 4YeJlIOBEKa IpU OKa3aHUU
MEUIIMHCKOM OMOIIM B paMKax IPOrpaMMbl TOCYJJapCTBEHHBIX TapaHTHI OECIIJIaTHOIO OKa3aHUs
rpaXkJaHaM MEIULIUHCKOM NMOMOIIM U OTIYCKAa€MbIX IO pelenTaM Ha MEIUIIMHCKUE U3eNus MpU
MIPEI0OCTABICHUH HA0OPa COIMAIbHBIX yCIyr"

7. MexaynapoHas kiaccuukanusi 00Jie3HEel, TpaBM U COCTOSIHUM, BIMAIOIIMX Ha 3J0POBbE
(MKB-10);

8. Ilpukaz M3 P® or 20 nmekabpst 2012 r. N 1183n "OO yTBepkaAe€HHH HOMEHKJIATYPHI
JOJDKHOCTEN MEAUITUHCKUX paOOTHUKOB U (papMalieBTHYECKUX PaOOTHUKOB'".

9. Ilpukaz M3 P® ot 23 utonst 2010 r. N 541H. Enunblil kBanu(pUKauOHHbBIN CIPaBOYHUK
JOJKHOCTEH  pPYKOBOJUTENEH, CHENUAINCTOB W  CIOyXamux, pasjgen KsamnpukannoHHbIE
XapaKTEePUCTUKH JTOJKHOCTENW pabOTHUKOB B cpepe 3JpaBOOXpaHEHHUS.

10. ®enepanbHeiii 3akoH o1 25.12.2018 N 489 489-d3 "O BHeceHHH W3MEHEHHH B cTaThio 40
OenepanbHoro 3akoHa "OO 00sf3aTeIbHOM MEIUIIMHCKOM cTpaxoBaHuu B PO" u denepanbHbIN
3akoH "OO oOcHOBax OXpaHbl 370pOBbsi TIpaxaaH B P®" mno BompocaM KIMHUYECKUX
peKoMeHTanuit".

11. IIpuka3z Munzapaa P® N 1031 ot 28.02.2019 r. "O0 yTBepKI€HUH MOPSIKA U CPOKOB
pa3paboTKM KIMHUYECKUX PEKOMEHAALNN, HX I[epecMoTpa, TUHOBOW (OPMbI KIMHUYECKHX
pPEKOMEHIalUi M TPeOOBAHMI K UX CTPYKTYpE, COCTAaBY U HAyYHOW 00OCHOBAHHOCTH, BKIIFOYAEMOM
B KJIMHUYECKUE PEKOMEHAAINN HHbopMaruu'".

12. Ilpuka3z MunzgpaBa P® ot 13.10.2017 N 804n "OO yTBEep>KIECHUHW HOMEHKJIATYPHI
MEIMUIMHCKUX ycayr".

13. IIpuka3z MunucrepcTBa Tpyaa U counalibHoOM 3amuthl PO ot 27 aBrycra 2019 r. N 5851
"O krnaccuuKaUAX U KPUTEPHUSX, HCIOIB3YEMBIX IMPH OCYHIECTBICHUU MEAMKO-COLUATbHON
AKCHEPTU3Bl TpakaaH (eaepalbHBIMU TOCYJApPCTBEHHBIMU YUPEXKICHUSIMH MEIUKO-COLIMATBHOM
BKCHEPTU3bI";

14. Tlpuka3 MuHuCTEepCcTBa 3APaBOOXpPaHEHUS U coluaibHOro pasutusi PO "O mnopsake
MIPUMEHEHHUSI JICKAPCTBEHHBIX CPEJICTB Y OOJBHBIX MO KU3HEHHBIM MokazanusMm" ot 9 asrycra 2005
r. N 494

15. Nndopmanmonnoe mucbMo Mun3znpaBa P® nmo BO3MOKHOCTH 3aKyIKH JIEKAPCTBEHHOTO
npemnapata mo ToproBomy HamMmeHoBauuio (https://www.rosminzdrav.ru/news/2019/12/18/13043-
minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-
po-torgovomu-naimenovaniyu);

16. [lepeueHs crenuaIn3UpPOBAHHBIX MPOAYKTOB JICYEOHOTO MUTAHUS IS JE€TEH-UHBAIUIOB
Ha 2020 rox, Pacnopsokenue [Ipasurenscta PO ot 11 nekadbps 2019 rona N 2984-p

MHcopmauusa o nekapcTBeHHbIX cpeacTtBax: https://grls.rosminzdrav.ru/

OCHOBHbIe HOPMATMBHO-NMPAaBOBbI€  aKThbl, perynupylowue oKasaHue
nannmaTtTMuBHOW MeAULMHCKOW NMOMOLLU

1. ®enepanbublii 3akoH "O BHeceHMM HM3MeHeHHH B DenepanbHblii 3akoH "OO ocHOBax
OXpaHbl 340poBbs TpaxaaH B PD" o Bonpocam oka3zaHus NaJJIMaTUBHON MEIUIIMHCKOW oMonu"
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ot 06.03.2019 N 18-@3.

2. Ilpuka3z Munzapasa P® N 3451, Muntpyna PO ot 31.05.2019 N 3721 "O06 yrBepkIeHHH
MOJIOKEHHsI 00 OpraHM3alui OKa3aHUs MaJUIMATHBHON MEJUIIMHCKOM MOMOIIHM, BKJIIOYAsi HOPSIOK
B3aMMOJICHCTBHUSL MEIUIMHCKUX OpraHu3aluii, OpraHu3aliii COLUAIBHOTO OOCITYXKHBaHHUA U
OOIIECTBEHHBIX OOBEAMHEHUIN, MHBIX HEKOMMEPUECKHX OpraHW3alMi, OCYIIECTBIISIOUINX CBOIO
JEATeNBHOCTD B c(hepe OXpaHbl 370POBbA".

3. Ipukaz MunzapaBa P® N 348u ot 31 mas 2019 roma "OO6 yTBep»KAECHWUU NeEpEUHS
MEUIMHCKUX HW3JeNUM, MpeIHAa3HAaYeHHBIX JUIsl IMOJJIEpP)KaHUsS OpraHOB M CUCTEM OpraHusma
YeJI0BEKa, IPE0CTABIIAEMBIX JJISl UCIIOJIb30BaHUS HA IOMY'".

4. Ilpukaz MunzapaBa PO N 505 ot 10 umrons 2019 roma "O6 yrBepxaenun [lopsiaka
neperaud  OT MEOUIIMHCKOM OpraHM3aliy MNanueHTy (ero 3aKOHHOMY IPEJICTaBUTENO)
MEIUIMHCKUX U3JENUNA, NpeJHa3HAYeHHbIX i1 MOAJAepXkaHUS (QYHKUUA OpraHoB U CHCTEM
OpraHu3Ma 4eJoBeKa, JJIs MCHOJIb30BaHUS Ha JOMY IPHU OKa3aHWU MaJUIMATUBHOM MEIUIUHCKOMN
nomouu".

5. Ilpukaz M3 P® N 831 or 3 okta0ps 2019 roma "OO yTBep)KIE€HUU BEJOMCTBEHHOM
1e7IeBOM mporpamMmel "Pa3BuTre cucTeMbl OKa3aHUs MATTHATUBHONW METUITMHCKOM moMoIn ",

[Tpunoxenne A3.1

Cxema MeTa00IM4YeCKMX MPOLECCOB NPHU NPONMOHOBOM alluIeMHHU

NPONUOHOBAAR KUCNOTa BaNVH MUPHLIC KMCNOTHI C HEYECTHLIM
(kMweynmk) HU30NeHUMH YUCNIOM YrNepoOAHbIX aTOMOB
TPEOHUH xonecrepon

METHOHMH /
3-rMAPOKCMNPONMOHOBAR KUCNOTA

1
1
t / 3-meTunumrpar

NPONMOMUN-KOA =4 — —— — — —= NPONHUOHUNKIPHUTHH
HMUPHLIC KMCNOTHI C HENETHLIM
YUCNOM YINEPOAHBIX ATOMOB

NponuoHKA-KOoA-
kapbokcunasza 6moTun
PCCAPCCB

(D)-meTrunmanoHun-KoA

(L)-meTunmManoHnn-KoA — — = = — =~ -  METHUAMANOHOBAA KMCNOTA
MeTHAManoHun-KoA- MMAA MMAB MMADHC
Mvra(;; (cblA) (cbiB) (cblD2)
MM
(., mud] AdoCbl - e Cbl

CyKUMHMA-KoA — ™

-

YnyuweHHyto BEPCTKY OT http://disuria.ru npeactaenset anteka "CemenHasa" https://anTeka-omck.pd 311n348
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[Tpunoxxenue A3.2

HopMmbl ¢pu3nosiornyeckoi moTpedOHOCTH B OCHOBHBIX NMHMILEBBIX BeIIECTBAX U
JHEPI'uM I 310POBBIX AeTel

Ta6bnuua 1. CpeaHecyTOYHble HOPMbl MNOTPEOHOCTEM B OCHOBHbLIX MNULWEBbIX
BellecTBax U IHeprum Ana aetTen nepBoOro roaa Xu3Hu (Ha Kr Maccbl Tena)

Bo3spact (mec.) DHeprus benok Kupor Yrneroapl
KKaJj/ KT T/KT T/KT T/KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

Ta6bnuua 2. Hopmbl ¢usnonornyeckom nNOTPEOGHOCTM B OCHOBHbLIX MULLEBbIX
BellecTBaxX U 3Hepruu ans 300poBbIX AeTen cTaplue roga <*>

Bo3pacrt DHeprus KKaia benok, Kupsr, VYraeBopl,
I/CyTKH r/CyTKH I/CyTKH
ot 1 roma o 2 ner 1200 36 40 174
OT 2 J€eT 00 3 JIET 1400 42 47 203
ot 3 no 7 ner 1800 54 60 261
or 7 mo 11 ner 2100 63 70 305
or 11 mo 14 ner MapuUuKn 2500 75 83 363
or 11 mo 14 ner neBouku 2300 69 77 334
ot 14 o 18 ner roHOWIIN 2900 87 97 421
ot 14 no 18 ner neBymKu 2500 76 83 363

<*> Jlns nereit ¢ MpONMOHOBOM aluAypuel crapiue rojaa norpedieHue 6eiaka o CpaBHEHUIO
C yKa3zaHHbIMU B Tabnuie ymeHsbiiaercs Ha 10-25% B 3aBucumMocTd OT (hOpMBlI 3a00J€BaHUS,
TSKECTU COCTOSIHUS U HyTPUTUBHOTO CTaTyca peOeHKa.

Ta6nuua 3. MuHumMmanbHbIM 6e3onacHbIM ypoBeHb 6enka cornacHo FAO/WHO/UNU
2007 B 3aBMCUMMOCTU OT BO3pacTa

Bospacr r/Kr/cyt

Munanenms! (Mec.)
1 1,77
2 1,5
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3 1,36

4 1,24
Hetu (1.)

0,5 1,31

1 1,14

15 1,03

2 0,97

3 0,90

4-6 0,86-0,89
7-10 0,91-0,92
[ToapocTku (T.)

11-16 0,88-0,92
B3spocirbie (T.)

Crapmre 16 0,84-0,87

Tabnuua 4. CpeaHeCcyToO4YHble HOPMbI (PU3NONOrMYECKUX NOTPEOHOCTEN B IHEeprum
ana aeten cornacHo FAO/WHO/UNU 2001 (WHO Technical Report Series 17 — 24 okt

2001)
Bo3spact (mec.) DHeprus DHeprus
(KKaJ/KT) MyX. | (KKaj/Kr) )KeH
0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (T.)
1-2 82,4 80,1
2-3 83,6 80,6
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3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44,4
17-18 50,3 44,1

[Tpunoxenne A3.3

IHoTpeOGHOCTH B METHOHUHE, TPEOHNHE, BAJIUHE, H30JCIHE Y MAIIMEHTOB C
NMPONUOHOBOM aMAeMuell B 3aBUCMMOCTH 0T BO3pacTa

Ta6nuua 1. OpueHTUPOBOYHAsE NOTPEOHOCTbL B METUOHWUHE, TPeOHWHe, BaliuHe,
n3onenumHe y 60nbHbIX NPONMOHOBOM auMaypuen B 3aBUCMMOCTU OT Bo3pacTa

Bo3spact 605bHBIX

CYTOLIHaH HOTpe6HOCTB B aMHHOKHUCJIOTax

N3oneiinun Metnonun Tpeonun Bamun
JeTH TPYAHOTO | MI/KT MaccChl Tea
BO3pacTa
0-3 mec 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
neTH ctapiie 1 roga MT//IeHb
1-4 rona 485-735 180-390 415-600 550-830
4-7 ner 630-960 255-510 540-780 720-1080
7-11 net 715-1090 290-580 610-885 815-1225
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Ta6bnuua 2. Cneumanu3npoBaHHble NMPOAYKTbI HAa OCHOBE aMWMHOKUCHOT 6e3
MeTUOHMHA, TPEeOHUHA, BanuHa, nsonenuuHa (B 100 r cyxom cmecm)

HaumenoBanue npoaykra

Benoxk

(PkxB.) T

Kup,
r

YrieBossl,
r

DHepreTud
eckas
[IEHHOCTb,
KKaJI

Bo3zpacr
[IPUMEHEHU
A

XMTVI Anamix infant
Crienanu3upoBaHHBIM MPOIYKT
JIETCKOTO JTHETHYECKOTO
JIEYeOHOTO MHUTAHUS ST JEeTeH
nepBoro roja xu3Hu ot 0 mo 12
MECSIIEB B Ka4eCTBE OCHOBHOTO
MUTAaHUST W B KadecTBe
JOTIOTHATEIFHOTO TTUTAHUS JIJIS
nered no 3 ner "MMA/PA
Anamukc Mupant"****

13

1

23

49,8

469

or 0 mo 1
rojaa

XMTVI Maxamaid
Crnenyann3upoBaHHbIA MPOIYKT
JIETCKOT'O JTINETHYECKOTO
JIe4YeOHOTO MUTaHus aeTer ¢ 1
roma bife) 8 JeT C
METHUJIMAJIOHOBOM  aluaeMuei
WM TPONMUOHOBOHN aruaeMuen
"XMTVI Makcameing"
("XMTVI Maxamaid")****

25

<05

51

309

crapme 1
roaa

XMTVI Maxamum
Crnenuanu3upoBaHHbIA MPOJTYKT
JIIETCKOTO JTNETHYECKOTO
JIeUeOHOr0 MUTAHMS IJIS JeTel
crapmie 8 Je€T ¢  peakou
HacJIeJICTBEHHOM YH3HUMOIIATHEH,
METUJIMAIOHOBOU  anuaeMuei
WM TMPOMUOHOBOW alMACMUCH,
"XMTVI Makcamym" ("XMTVI
Maxamum')****

39

<0,5

34

297

crapuie 1
roja

"Hytpuren 14

-tre, -met, -val, -ile"
Cneunanu3upoBaHHbIA MPOIYKT
Cyxou JUIS JIUETUYECKOTO
nedeOHOr0  THUTaHWST  JeTei
MEPBOrO TOJa KU3HU, OOJIHHBIX
METUIIMAJIOHOBOM u
MIPONIMOHOBOM aluIeMUEN,
"Hyrpuren 14 -ile, -met, -thr, -

Val"****

14

23

50,5

471

or 0 mo 1
roja

"Hyrpuren 20

20

18

50,4

444

crapme 1
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-tre, -met, -val, -ile"

Crienanu3upoBaHHbIM MPOIYKT
Cyxon JUTS JUETUYECKOTO
Je4yeOHOTO  THTaHUS  JIeTel
cTapiie OJHOr0 roja, OOJBHBIX
METHJIMAJIOHOBOM 5
MPONMOHOBOM aluJIeMHEN,
"Hyrpuren 20 -ile, -met, -thr, -

Val"****

roga

"Hyrpuren 40

-tre, -met, -val, -ile"
Crieninanu3upoBaHHBIM MPOIYKT
CyxoHn JUTS JIMETUYECKOTO
JIEYeOHOTO  MHUTAHHUS  JeTeH
cTapiie OJHOrO Troja, OOJBHBIX
METHUJIMAJIOHOBOM 51
MPOMHUOHOBOM anuIeMHen,
"Hyrpuren 40 -ile, -met, -thr, -

Val"****

40

13

31,6

403

crapme 1
roaa

"Hyrpuren 70

-tre, -met, -val, -ile"
Cnenuanu3upoBaHHbIA MPOIYKT
cyxou U1 OUETUYECKOTO
JIeyeOHOTO0  IUTAaHWA  JeTel
cTapiie OJHOTO Toja, OOJBHBIX
METHIMAaJIOHOBOM i
MPOMUOHOBOM aruaeMHue,
"Hyrpuren 70 -ile, -met, -thr, -

Val"****

70

4,5

298

crapme 1
roaa

Milupa OU 2-prima

Crnenuanu3upoBaHHbIA MPOIYKT
JTUETUYECKOTO JIeueOHOTO
NUTaHUA I JeTed crapmie 1
roja, CTpaJIatoOIINX
OpPraHMYecKOM anuaeMuen —
METHJIMAJIOHOBOM 3805

MPONMOHOBOM aluIeMuen,
"Milupa OS 2 Prima"****

60

5,3

261

or 1 nmo 8
JIET

Milupa OU 2-secunda

Cneunanu3upoBaHHbIA MPOIYKT
UETUYECKOTO JIe4eOHOTO
MUTaHUS Ui JeTel crapme §
JIET U MOAPOCTKOB, CTPAJAIOLIUX
OpPraHUYeCKOW auuIeMuEd —
METHIMAaJIOHOBOM 50)071

MPONTMOHOBOM aluIeMUEN,
"Milupa OS 2 Secunda"****

70

1,6

286

or 9 o 14
JIET
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Milupa OU 3-advanta 70 0 1,8 287 crapme 15
Crienanu3upoBaHHbIM MPOIYKT Ier
TIUETUYECKOTO JIEYEOHOTO

MUATaHUs JUIsl JieTed crapuie 15
JIET W B3POCIBIX, CTPAJAIOIINX
OPraHUYeCKOW  auuJIeMHend —
METHJIMAJIOHOBOM 15805

MPONMOHOBOM aluJIeMHEN,
"Milupa OS 3 Advanta"****

[Tpunoxxenne A3.4

HpI/IMepr PACUYE€TOB MUTAHUA TJI MNAIMUCHTOB IIPH HHUIHMAIIMHA JTUETOTEPAIITHHA

1. Mpumep pacyeTa nuTaHua ana pedbeHka 1 mecsaua <*>

<*> Pacuer sBJISIETCS OPUEHTHPOBOYHBIM, TIOCJIE Ha3HAUEHUS JI€UeOHOTro MUTAaHUs TpedyeTcs
KOHTPOJIb TMC, BaXXHO CJICIHTBH, 4TOOBI COJACPIKAaHUE MATOITCHETUYCCKU 3HAUYMMBIX aMUHOKHCIIOT
HaXOJMJIOCh B pepepeHCHBbIX Mpeiesax.

Macca tena 4 xr. Ilosydaer rpynHoe MOJIOKO (WJIM JACTCKYIO MOJIOYHYIO CMECh) + CMeECh
aMUHOKHCIIOT 0€3 METHOHHHA, TPEOHHUHA, BaJMHA U U30JICHIIMHA.

1. Obmee koaU4YeCTBO O€IKa B CYTKH — 2,5 T/KT Macchl Tefa, Bcero B cyTku 10 r 6enka

2. JlomycTiMO€ MUHHMAIBHOE KOJIMYEeCTBO MeTHOHMHA — 30 MT/KT Macchl Tena, Bcero 120 mr
B cyTku. [IpuMepHOe KOJIWYECTBO METHOHMHA B 1 T Oelka TpyAHOr0 MOJOKa OKojo 25-30 mr
(6epem 30 mr), KoTMUECTBO OEJIKa 3a CYET TPYIHOTO MOJIOKA/MOJIOYHON cMecH — 4 T.

3. KomumuectBo rpymHoro Mosioka/mosiouHo cmecu (100 mur comepxkut 1.2 T Oenka)
npumepHo 330 Ml B CyTKH

4. besok cneuuanu3upoBaHHOM CMECH — 6 T

5. KommuectBo crienmnanu3upoBanHoit cmecu Hyrpuren 14 <**> g 100 r cyxoit cmecu 14 r
OENKOBOTO PKBUBAJICHTA) — 42,9 T (MOYKHO OKPYTJIUTH 110 49 T)

<**> Ecnu ucnonb3yercs cmech AHamuke MMA/ITA, yuuteiBath, uto 100 T cyxoit cmecu
conepkut 13,1 r Genka, COOTBETCTBEHHO KOJIMYECTBO CMECH B CYTKH OylIeT paBHATbCS 54,5-55 1.

6. KomnyecTtBO TrpyAHOr0  MOJIOKa/MOJIOYHOM CMECM UM  CYTOYHOE  KOJUYECTBO
CHEIUaTU3UPOBAHHON CMECH JIeJ UM Ha 7 mpueMoB (pu HeoOxoamocTH Ha 8). Ilpu 7 Mu pazoBom
KOPMJICHHU 3a OJHO KOpPMJIEHHE PEOEHOK TOJDKEH MONIyduTh 46 (MOXKHO OKpYriuTh 10 50 mun)
TPYAHOTO MOJIOKa/MOJIOYHON cMecu + 7 T crneuuanu3upoBaHHoi cmecu + 50 mu Bonwl (Ha 4,5
Creranau3upoBaHHON cMecu — 30 MII BOJBI).

O6beMm cyrouynoro kopmieHust 700 mi (mo 100 mu 7 pa3)

2. Npumep pacyeTa NnUTaHUA pebeHKy 3-x neTt, macca tena 15 kr

Pacuer npoBOAMTCS B COOTBETCTBUM C MPUBEACHHBIMH BBIILIE MPUHLUINAMH, OJHAKO, MOKHO
MCII0JIb30BaTh 0OJiee YIPOIICHHBIN BapUAHT Il BEIYUCIICHHS KOJIMYecTBa 001Iero Oenka: He MeHee
50% cyrouHoro moTpebieHus O6enka — 3a CUeT CIeUaTu3uPOBAHHON cMecH, ocTaimbHble 50% — 3a
CYeT HATYpaJIbHBIX U CHEIHATbHBIX HU3KOOEIKOBBIX MTPOTYKTOB.
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[Tpunoxenne A3.5

IIpumepHbIii CyTOYHBII HA0OP NPOAYKTOB, €r0 XUMHYECKHI COCTAB H
JHEpPreTuYecKas HeHHOCTh JJIA JeTell JOIKO0JIbHOr0 BO3pacTa ¢ IPOIMOHOBOM

auMaeMuen
[IpoaykThI Kousmmuectso, XHUMHUYECKUH COCTAB, T OHepreruye
T (vm) Oenku KUPBI YTIICBOIBI ckasd
[IEHHOCTb,
KKaJ
Xn1ebd HU3KOOEIKOBBII 140 1,06 3,5 84,2 378
Xnebobymounsie uznenus |30 0,23 2,7 19,4 105
Cyxas cMmech | 54 0,87 1,8 50 79,3
HU3KOOEIKOBast
Bepmumens 13,7 0,12 0,08 11,2 47,9
HU3KOOEIKOBast
Kpyrma Huszko0enkoBas 25 0,2 0,5 21,6 90
Cyxoii 0e30enKoBbI | 24 5,0 17,2 114
HAIUTOK
Macio ciIuBO4YHOE 20 0,1 16,5 0,16 149
Macio ToruieHoe 10 0,03 9,8 0,06 88,7
Maco pactuteabHOe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprogens 100/70 1,4 0,28 11,4 56
Kamycra cBexas 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 4.8 25,8
Cgexuia 60/48 0,72 0,05 4,32 20,2
Kabauku 25/19 0,12 0,06 1,0 4,75
Orypirs 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
[Tomuopsl 15/13 1,3 0,03 0,49 3,0
Tomar-macra 8/7 0,35 - 1,33 7
JIyk permyarsbrii 5/4 0,05 - 0,32 1,45
KmrokBa 10 0,05 - 0,38 2,6
Coxku 100 0,5 - 11,7 47

38 13 48


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaumm — [ipyrue Buabl HapyLleHuss obMeHa aMMHOKMCIIOT C pa3BeTBIIeHHON Lenbto (ponnoHoBas
aumnpgemusi/aunaypus) — 2021-2022-2023 (24.09.2021) — YTBepxaeHbl MuH3gpasom PO

DpyKTHI CBEKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI cyxue 10 0,3 - 5,05 22,7
3a cueT HATypaIbHBIX 9,5 70 258 1700
MIPOJIYKTOB

[Tpunoxxenue A3.6

MeTtabo1u4eCKMii KOHTPOJIb, MOHUTOPUHT IUETHYECKOI0 JIeYeHM ],
HYTPUTHBHOI'0 CTATYCA U BO3MOKHBIX OT/IAJICHHBIX 0CJI0KHEHUI 3200/1eBAHUA
<*>

HUccnenosanne YacrtoTta

HccnenoBanme  ypoBHS aMMmuaka B KPOBH, | B Kakaplil BUBHT
UCCIIEIOBAHUE KHCIOTHO-OCHOBHOTO COCTOSIHUSL H
rasoB KposH, lccienoBaHue ypoBHA MOJOYHOU
KHCJIOTBI B KDOBH

OnpeneneHne  aMMHOKMCIOTHOTO  coctaBa  Hu| 1 pa3 B 3-6 mec
KOHLIEHTPALlMU aMUHOKHCIIOT B KpoBHU (mocie 3-4 4
TOJIOTAHMS)

KommnekcHoe OmpeeIICHUE conepxanus | 1 pa3 B 3-6 mec
oprannueckux kucior B Moue (Kommuekc
UCCIIEIOBAaHUN JJI1 JTMarHOCTUKHA OPraHUYEeCKHX

aruIypui)

HccnenoBanue ypoBHs cBoboaHoro L-kapautrHa B|1 pa3 B 6-12 mec
kpoBu (TMC)

KoHTposb mueTs! (MUIeBol JTHEBHUK) B xaxxap1ii BU3UT
AHTpONIOMETpHUS B xaxxnp1ii BU3UT
Knunnueckuit ocMoTp B xaxxaplii BU3UT

UccnenoBanue ypoBHS anbOymMHHa B  KpoBH, |l pa3 B 6 MecsiieB
npeans0yMuHa B KPOBU

OreHka COCTOSIHUS KOCTHOM TKaHM (MccienoBaHue |1 pa3 B roj,

YPOBHS oOmiero KaJbLUs B KPOBH, | IpU MOPAKEHUU ITOYEK Yalle
HEOPraHU4ecKoro docdopa, orpeieneHue
aKTMBHOCTH ILENOYHOM ocdaTazpl B  KpoOBH,
UCCIIeIOBaHUE  ypPOBHA  OOIIEro  MarHus B
CBIBOPOTKE KPOBHM, YPOBHA IapaTUPEOUIHOTO
ropMOHa B KpoBH, ypoBHs 1,25-OH Buramuna /[ B
KpPOBH)

HccnenoBanue ypoBHs LIMHKa, celieHa, (eppuTuHa |l pa3 B rog
B KpOBH, (POJINEBOI KUCIOTHI B CHIBOPOTKE KPOBH,
ompeneaeHue YPOBHS BUTAMMHA B12
(unanokoOanaMHuH) B KPOBU
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IIpuem (ocMOTp, KOHCYIbTALMS) Bpada-HEBPOJIOTA

Kaxxnplii Bu3uT

Omnpenenenue riIOMEpPYIspHON U TyOyIsipHOM
byHKIIN MOYeK (uccnenoBanue YPOBHS
KpEaTHHWHA, MOYECBHUHBI, HATPUs, Kaluus, KaJIbLHs,
nucrtatiHa C, MOYEBOM KHUCIOTBI B  KpPOBH,
HCCIIEIOBAHUE YPOBHEN HATpUs, KaJIMs, KaJdbLHs B
Moue, orpezesieHne 0elKa B MOYe)

1 pa3 B 6-12 mecsues, HaunHas ¢ 6 JeT, UIU
paHplle  [pd  HAJIWYUMM  [IPU3HAKOB
HNOPaKEHUSI TOUEK

OnpeneneHne  aKTUBHOCTH — IMaHKpEAaTHYECKOU
amMuiasbl B KpOBH, AaKTUBHOCTH JIMIA3bl B
CBIBOPOTKE KPOBH,

1 pa3 B 6 mec

Kapanonorndeckoe oocienoBanue
(OKT, DXO0-KTI)

B MoMeHT auarHoCTHKH 3a00JI€BaHUs, Jajiee
1 pa3 B rox nocie 6 et

Onenka korHUTUBHBIX QyHKIHH (1Q)

Jlist onpejieIieHHOTO BO3pacTa

[Tpuem (ocmorTp,
odTanpMoIora

KOHCYJIbTAalINA) Bpayva-

1 pa3 B rox nmocne 6 ner

O0I', MPT rosioBHOro Mmo3ra, CypAOJIOTHYECKHE
TECTHhI

ITo nmokazauusm

[Tpuem (ocmorTp,
CTOMATOoJIO0ra

KOHCYJIbTAalINA) Bpaya-

He pexe 1 pa3za B ron

<*> AnantupoBano u3 Matthias R Baumgartner et al. 2014.
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IIpunoxenue b

AJITOPUTMBI 1eHCTBUI Bpa4ya

[TanueHT ¢ moJO3pEeHHEM Ha

HROITHOHOEYH) aUHICMERO

y

JmarHoCcTHEA —

KoncyTsTams JHarsos
NpOdILIEHOTO TNIOATEePEKIeH?
CIEOHATHCTA

Tepanua B CTaLHOHApe

[ucnaHcepHOe HAO/MOJeHHE H

N——. JedYeHHe C MePpHOTHYSCKHM

KOHTPOJIEM B CHEIHATHIHPOBAHHOM
NeJHATPHYECKOM OTJeIeHHH

YnydweHHyto BEpPCTKY OT http://disuria.ru npeactaBnsieT anteka "CemeiHan" https://anTeka-omck.pd 41 13 48
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IIpunoxenue B
Nupopmanus g nauMeHTa

YTo TaKkoe NPONUOHOBAs alUAeMusi/anuaypus?

[IponmmonoBas amuaemusi win npornuoHoBas amuaypust (IIA) — pemkoe HacienaCTBEHHOE
3aboJieBaHue, CBsi3aHHOE ¢ AeduruToM nporroHmi-KOA-kapbokcuiassl, pepMeHTa He0OX0AUMOTO
Ui MeTadoNM3Ma psifa aMHUHOKUCIOT (M30JICHIMH, BallMH, TPEOHHMH W METHOHHWH), a TakKkKe
XO0JIECTCPpHUHA, HCKOTOPBIX JKUPHBIX KUCJIIOT U CBO6OI[HOFO IMpoIroHaTa B KUIIICYHUKE.

Kak yacTo BcTpevaercsi IpONUOHOBAs alUAeMuUsi?

ITA — ouenn peakoe 3aboneBanue. B crpanax EBponsr wactora 1:100000 HOBOPOXKIEHHBIX, B
CIIA — 1:250000. B yactu ctpan Asuum u bmwkaero BocToka, B KOTOpPBIX pacrnpocCTpaHEHbI
onuskopoicTBeHHbIe Opaku — oT 1:2000 (nanpumep, B CaynoBckoit Apasun) o 1:40000.

Kak nposiBiisieTcsi npONnMOHOBast anUAypusi?

ITA MoxeT mposBIATBCS B pa3HOM BO3pacTe — OT MJIaJieHYecTBa 10 AeTckoro. Ilpu stom
3a00JI€BaHUH HAKAIUIMBAIOTCS TOKCUYHBIC BEIIECTBA, KOTOPHIE OKA3BIBAIOT BO3/ICUCTBUE HA KIETKH
HEpPBHOW CHCTEMBI, MOJDKEIYIOYHONW JKele3bl M CEepJeYHOM MBIMIBL. Y pebeHKa MOXKET
HaOIOAAaThCSl CUMIITOMBI, HATIOMHHAIONINE OTPaBICHUE (MHTOKCHKAIIUIO) — YaCThI€ CPHITUBAHUS,
pBOTa, OTKa3 OT €1bl, MBIIIIEYHAs C1a00CTh, BAJIOCTh, CYIOPOTH, TTOBBIIICHHAS COHJIUBOCTb.

Hawnbonee omacHbIMU ISl )KM3HU COCTOSIHUSIMH, BEIYIIUMH TPU OTCYTCTBHH JICUCHHSI, K
HEOOPAaTUMBIM TMOCJEACTBUSAM BIUIOTH JI0 JIETATHHOTO UCXO, SBISIOTCS "METa00IMUeCKie KPU3bl'.
B 3Tu neproipl NOBBIMIAETCA KOHIEHTPALUSI OPraHUYECKUX KUCTIOT B KPOBU, aMMOHMUS, U3MEHSETCS
KHCJIOTHO-IIIEJIOYHOE COCTOSTHUE KPOBH, HAPYIIAETCS YHEPTETUUECKUI 0OMEH.

Kpusel 00bIYHO TPOBOIMPYIOTCS TakuMH (aKTOpaMHu, KaK BUPYCHbIE M OaKTepHAIbHBIC
MH(]EKIUH, CTPECCOBBIE CUTYaIlUH, TPABMbl U, XUPYPTUUECKUE BMEIIATEIbCTBA, YMOIIMOHAIILHBIE U
(bu3UYecKue Harpy3KH, MPUEM HEKOTOPBIX JIEKaPCTBEHHBIX MPENapaToB.

HeotnoxHoe yieueHne 04eHb BaXXKHO, TaK KaK CYIIECTBYET BBICOKHU PUCK HEBPOJIOTHUYECKUX
OCJIOKHECHUH.

Kak Haciexyercs nponuoHoBasi amuaypusi?

ITA oTHOCHTCS K HAaCJIEICTBEHHBIM 3a00JIeBaHUSIM U Iepelaercs 10 ayTOCOMHO-
pELIECCUBHOMY THIly. DTO 3HAUUT, YTO OO0JIe3Hb IMPOSBISAETCA TOJBKO B TOM cCilydyae, eciu oda
POJUTENS SBJISIIOTCS HOCUTENSIMU OO0JIE3HU U, XOTSI CaMU OHU He OOJICIOT, MepeaatoT peOeHKy JBa
MOPAXEHHBIX TreHa. boJbHIMHCTBO cemell, rine ectb peOeHOK ¢ 3TUM 3a0ojeBaHUEM, HE
CTAJIKUBAJIUCh paHblle ¢ NOJO0OHOH MpobaeMoil. PUCK MOBTOPHOTO pokJaeHHs O0JIBHOIO peOeHKa B
ceMbe, I/Ie y)Ke ecTb OOJIbHbIE JEeTH, COCTaBiseT 25% Ha KakIaylo OepeMeHHOCTb. Myrauuu B
osHOM U3 reHoB PCCA nnu PCCB MoryT npuBOJMTH K 3TOMY 3a00JI€BaHHUIO.

Bbpatbst u cectpbl 601bHOTO pebeHKa, MOT'YT ObITh OOJIBHBIMH, AK€ €CIIM Yy HUX Ha MOMEHT
JMarHOCTHKM YJIEHOB CeMbHM HE ObUIO CHUMIITOMOB. B paHHOM ciydae HEOOXOJMMO MpPOBECTH
JMarHOCTHKY, YTOObI KaK MOXXHO paHbIlle HauaTh TEPAINUIO U U30exkaTh oclokHeHHH. Taxke oHU
MOTYT OBITh HOCHUTENSMH, KaK MX poAauTenH. UTo Kacaercss JPYrux WIEHOB CEMbH, TO UM BaXHO
COOOILIUTh, YTO OHM MOTYT OBITh HOCUTEISIMH. DTO 3HAYUT, YTO M Yy HUX €CTh PHUCK POXKICHHUS
peOeHKa ¢ JaHHBIM 3a00JIEBaHHEM.

Bce cembu ¢ ITA nomkHbl 0053aTENIBHO MPOUTH MEIUKO-TEHETUYECKOE KOHCYJIbTUPOBAHHE U
MOJIyYUTh TOJHYI MH(OPMAIUIO OT Bpaya-TeéHETUKa O PUCKE MOBTOPHOTO IMPOSBICHUS JaHHOTO
3a00JIeBaHHUs B Ce€Mbe, OOCYIUTh CO CIIEUHATUCTOM BCE€ BOIPOCHI, CBSI3aHHbIE C HacleJI0BaHHEM
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3aboneBanus. B PO Meauko-reHeTHuecKue KOHCYIbTAallul paboTaloT B KaXKJIOM PErHOHE.

Kak ycranaBiuBaeTcsl 1MarH03 NPpONUOHOBOI anuaypun?

Ha ocHOBaHMM KIMHHYECKHX CHMIITOMOB Bpad MOXKET 3alOJ03PUTh IUArHo3 M OTIPABUTH
nampeHnTa Ha jJabopaTopHoe oOciefoBaHue. MeToIOM TaHAEMHON Macc-CIEKTPOMETPHH B KPOBH
OTIPENIENIAIOT YPOBEHb TAKUX COCAWHEHHH KaK KapHUTHH, AlMUIKAPHUTAHBI U aMHHOKHUCIIOTHI, C
MOMOIIBI0O METO/Ia Ta30BOM XpoMaTtorpaduu Macc CIIEKTPOMETpUEH — YpPOBEHb OPraHHYECKHX
kucior Mmoud. Ilpu IIA HaGmromaercss moBblieHHe nponuoHwiIkapHuTuHa (C3), HU3KOE
conepxkanue cBoboaHoro kapaurruHa (C0), noBeimenune cootHomenus C3/CO u C3/C2 B kpoBH, B
MOY€  TIOBBIIIEHA  KOHIEHTpAIMs  MPOW3BOAHBIX  HPOMHOHOBOM  KHCIOTHI  —  3-
THJIPOKCUTIPOTTMOHOBOM, METUIUTMMOHHOM, 3-THAPOKCH-N-BaJCPUAHOBON KHUCIIOT, TUTJIMIITIIAIIAHA,
W HOpMaJbHAasi KOHIIGHTpAaUs METHJIMAJIOHOBOW KHUCIOTHL. [lanmeHTaM ¢  BBISBJICHHBIMHU
OMOXMMHWYECKAMH W3MEHCHHUSIMH, XapakKTepHbIMH it [IA, Uil TOATBEpXKICHHUS JHArHo3a
MIPOBOJAT MOJIEKYJIIPHO-TEHETUUECKOE HCCIIEI0OBAaHUE C LIEJbI0 BBIABJICHUS MYyTallMi B TEHax,
OTBETCTBEHHBIX 3a MponuoHoByto anuaypuio — PCCA, PCCB.

Kak jieyaT nauMeHTOB ¢ NPONUOHOBOM auuaypuen?

OcHoBHBIMU MeTOJamMu JiedeHus [IA sBisercss AueTroTepanus U Ha3HauY€HUE CHENHMaIbHBIX
JIEKapCTBEHHBIX MPENapaToB, KOTOPbIE MO3BOJISIOT CHU3UThH BIUSHUE TOKCUYHBIX METabOIMTOB Ha
OpraHM3M U TIO3BOJIIIOT WM JIerde BBIBOAUTCA ¢ Mo4Yol. Jluerorepamusi 3akioyaercs B
OTpaHUYEHUU MOCTYIIEHUsI OeJKa U TeX aMUHOKHUCIIOT, MeTaboIn3M KoTopbiX HapyieH. Co3aaHbl
CHelHalM3UpOBaHHbIE JiedeOHble CMecH Uil MUTaHMs JIeTeil pa3HoOro Bo3pacTa. Bpau-reHeTwK u
Bpay-JMETOJIOT MMOMOTYT PAacCUUTATh UETY, MPABUIBHO BBOJAMTH IMPHUKOPM M HAy4aT OCHOBHBIM
nmpaBujiaM JueroTepanuu. KpaitHe BakHO coOJI0JaTh BCE PEKOMEHIAIMU Bpadeil, 4YTOOBI
MaKCUMaJIbHO U30eXaTh pa3BUTHUS META0OIMUECKUX KPU30B.

Kak jieyaT nauMeHTOB B NePUOJ MeTaA00IMYECKOro Kpu3a?

Crnenyer BpeMEHHO MPEKpaTUTh NoTpedsieHne Oenka (Ha 24-48 vaco). [1oJHOCTBIO OTMEHUTH
0eT0OK HEBO3MOXKHO, TaK KaK OPraHM3M HYKJAeTCS B IOCTYIUICHMHM Oelka W eciu ero OyneT
MOCTYNaTh HEIOCTATOYHO aKTUBUPYIOTCS IIPOLIECCH KaTaboau3Ma.

Jloma mpu mepBbIX IpuU3HaKax 3a0o0jieBaHMs, OCOOCHHO KOrja y peOeHKa CHUXKEH alleTUuT
(HampuMmep, MpH MPOCTyHAE, TPUIINONOAOOHBIX CHMIITOMAaX, BUPYCHBIX HHQEKIUAX, ITHOOBIX
3a00JI€BaHUSIX, COMPSDKEHHBIX ¢ Temmeparypoi > 37 °C, TOH3WUINTE, TaCTPOIHTEPHUTE) CICAYET
HayaTh TEPaIUIO MO MPEJOTBPAIICHUIO Pa3BUTHUS Kpu3a. Eciu poauTeny He yBepeHbl B MOSBICHUH
y pebeHka TMepBbIX NpU3HAKOB NpulmmKaronierocs 3abosneBanusi (OI€IHOCTb, COHJIMBOCTD,
pa3apaKUTEIbHOCTh, MOTEPS alleTUuTa, JUXOpajaka, TrojoBHas OoJyib, JoMoTa U oOmas 60Jb,
Kallenb, 00JIb B TOPJIe WM yIIaxX), TO B KAUeCTBE MEPhI MPEIOCTOPOKHOCTH PeOCHKY CleayeT aTh
BBIMIUTH PAcTBOp OAMH pa3. CaMbIMU paHHUMH MPHU3HAKAMU OOBIUHO SIBIISIOTCA HE3HAUUTEIIbHBIC
W3MEHEHHUS B TMOBEACHHUM, KOTOpble OOBIYHO JIETKO 3ameyaroT poautend. Ecmu pebeHok
OTHOCHUTEIILHO 37I0POB U Y HETO HET PBOTHI, a TOJBKO CIa0OCTh U HEOOJbINas COHIUBOCTh MOKHO
MIOUTH €r0 Yepe3 POT PaCTBOPOM MOJMMEPa IITFOKO3bI YaCTHIMH APOOHBIMH MOpIUsAMU (Tabnuma 1).
TouHblil penenT/KOHIEHTpalus MOJUMepa TIIIOKO3bl, PEKOMEHJOBAaHHAS Ui KaXKJIOro peOeHKa
OTIIMYAeTCA, HYXHO Y3HaTh Yy JIeHallero Bpaya 4YTO HMMEHHO MOJXOTUT BalleMy peOeHKY.
HekoTopeiM [eTsIM HE HpaBUTCS BKYC MOJMMEpa TIIIOKO3bl, U OHU MPEANOYUTAIOT HAIMUTKH,
KOTOpbIE MPOJAIOTCSA B CylepMapKeTaX, HO KOHILEHTPAllMU YIJIEBOJOB B TAaKUX HAMHUTKaX HUXKeE.
[ToxymaeMble HANUTKH HYXHO TPUMEHSITH C OCTOPOKHOCTBIO. Hu3KOKanmopuiiHble HaMUTKH,
HanmuTKU 0e3 J00aBlieHUs caxapa cojepaT OYeHb Majo WJIM BOBCE HE COJEp)KaT YIIEBOJOB,
MOATOMY UX HE CIEYET UCTIOIb30BaTh.

C mosiBIeHHEM MEPBBIX MPU3HAKOB META0OIUYECKOTO KpH3a, He JOXKUAAICh MPUXO0Ja Bpaya,
ClIeIyeT YBEIUYHTh JI03Y MEePOPATBHOTO (depe3 poT) #neBokapHuTHHA 10 200 MI/KT/CyTKH.
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Tabmuua 1. O0beM KHUIKOCTH IPU PA3BUTUU METAO0INYECKOTO KpH3a

Bo3pacr (71eT) O06beM KUAKOCTH (MJ1) B ICHb Yepe3 poT

0-1 Munumanbao 150 mi/kr

1-2 120 mur/kr

2-6 1200-1500 mi B cyTkH

Crapie 6 WNHTeHcuBHAs Tepamnus MPOJOJDKAeTCsS B TOM ke oObeMe, 9TO U B Bo3pacte 2-6
JIeT, BO3MOKHA WHIAWBUAyAIbHAS aanTanus 00beMa U JI03bI.

3areM B TeueHHE 1-2 4acoB HYXHO PEryJIsipHO OLEHUBATh KIMHUYECKOE COCTOSIHHE pEeOeHKaA.

Ecnu y pebGeHka mocTosiHHas pBOTa M €My HE CTAHOBUTCS JIy4llle, POJIUTENISAM CIEAYyeT
He3aMeNIUTENLHO OOpaTUTHCS B OOJIBHUILY JJIs1 00CIIeIOBAHMS.

Bpauam ckopoii moMomM HEOOXOAMMO TepefaTh BBIMIUCKY C  3aKIOYEHHEM U
pEKOMEHAALNUSIMH Bpaya Mo Tepanuu B epHO]I METa00JINYECKOT0 KpH3a.

PongutenssMm HykHO B35Th ¢ co00il B OONBHUIYy BCIO MH(pOpMAalLHI0O 00 HCHOJIB30BAaHHBIX
pacTBopax U KeJaTeJIbHO CaMH PacTBOPBI.

Kakue u3BecTHBI 0CI0/KHEHUS IIPH NPONMOHOBOM auMaypuu?

Ora 605€3Hb 0OMEHa COMPOBOK/IAETCS PUCKOM Pa3BUTHS OCIOKHEHHH.

[Tankpeatur. Ogaum u3 ocnoxkHeHur [TA sBIgETCS MaHKpPEATUT, KOTOPBIM YacCTO OCTAeTCA
HEpaclo3HaHHbIM. B ciyuae 6onu B KMBOTE, TMIOKAIBLUEMHUH, CIEAYIOT HUCKIIOYUTH ITaHHOE
cOCTOsiIHUE. AKTUBHOCTD JIMMA3bl TUIa3Mbl U aMUJIa3bl MOKET HE MOBBIIATHCS, 0COOEHHO HA paHHEH
craguu. Heo6xomumo npoBeaerue Y3U OpromiHoi MoIoCTy.

Kapanomuonatus. MoxkeT pa3BUTbCs B J1I0001 MOMEHT MO HESICHBIM MpPUYUHAM, JaXe €Cld
pebeHoK coOnoiaeT OUeTy M Bce HazHayeHus Bpada. CHMITOMBI BapbUpPYIOT OT JIETKUX
(HEeKOTOpbIE pEeCHUPATOPHBIE PACCTPONCTBA) IO BHE3AIHOM OCTAaHOBKM cepua. Yacto BcTpeyaercs
aputMus, yuyimHenue uHtepBaioB QT. Perymsapno cinenyer konTposmpoBaTh JKI' B mianoBom
MOPSIZIKE, a TaKKe MPOBOIUTH AXOKapAuorpaduio, €Ciid ecTh KIMHUYECKUE MPU3HAKU MOPAKEHUS
cepaia.

WNucynpTonono0Oubie 3mu30abl. MoryT npou3oiTH B Jr000e BpeMs W 4acTo BHe3anHo. OHU
4acTo MPOSBISAIOTCA IBUTATEIbHBIM paccTpoiicTBOM. CUMIITOMBI MOTYT MOSIBUTHCA B JIF00O€ BpeMs,
Jake KOrJa NAaIMeHT, KaXeTcs, BbI3NOpaBIUBacT. MOKeT BO3HUKHYTh T'E€MUIUIETUS WU
JIBUTATEIILHOE PacCTPOMCTBO.

[Toueunas wHemoctatroyHocts. [lammentst ¢ I[IA MoOryr wuMeTh NOpPAKEHUS MOYEK.
[lepBoHauaNbHO 3TO MPOSABISAETCS KaK pa3NuyHble TyOylIonaTHH, HApUMEp MOYEeYHO-TYyOyIApHBIM
aro3oM. OyHKIMS MOYEK MOYTH BCETJa YXyALIaeTcsi BO BpeMs o0ocTpenuii. CreayeT TIaTeabHO
KOHTPOJHMPOBATh YPOBEHb AIEKTPOIUTOB.

Kaxkoii Hy’kHO IPOBOAUTHL MOHMTOPHHT /ISl NALUEHTOB?

Heo0xoauM MylbTUAMCHUIUIMHAPHBIA MOAX0J K HAOJIOJCHUIO U JICYEHUIO ManueHToB ¢ [TA
CIEeLUAINCTAaMM  DPa3HbIX Mpoduiaed ¢ 1enplo  obecreyeHuss KOMIUIEKCHOM —Tepanmuu M|
CBOEBPEMEHHOM ee KoppeKkuuu mpu HeoOxoaumoctu. Jlns mnauueHtoB ¢ IIA HeoOxoauMbl
perynspHele oOcienoBaHus. B Tabnuie mnpuBeneH NPUMEpHBI NepeyeHb U  PeryasipHOCTb
HCCIIEIOBAaHU, HO B KaXXJOM CIIydae Bbl JOJDKHBI COTJIACOBBIBATH IUIAH OOCIEIOBAHUSA CO CBOUM
JIeYaIuM BpayoM.
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HccnenosBanue PerynsapHocTs nccnenoBanus

Koppeknus nuerorepanuu (MpoBOIAT Bpauu-TeHeTHkH |1 p/mec Ha 1 romy xwus3Hu, nanee 1 p/3
WM BPayu-IUETOIIOTH) MeC M 10 Moka3aHusMm J10 3 yetr; 1 p 6
Mec nocie 3 Jer

ynbTpa3BykoBoe  uccieaoBanue (Y3U)  opranos| 1 pa3 Bron
OpIOITHOM MOJIOCTH

npoBeeHue ekTposHiedanorpadun (331) 1 paz BTON

MPOBEACHIE OMOXUMHUYECKOTO aHaIu3a KPOBU He pexe 1 paza B ron OmpexneneHue
AaKTUBHOCTH  JIMMAa3bl B  CBIBOPOTKE
kpoBu,  OrmpeneneHre  aKTUBHOCTHU

HaHeraTquCKOﬁ aMujiadbl B KpPOBH —
He pexe 1 pa3a B 6 mec

oOLIMi1 aHaJIN3 KPOBU He pexe 1 pa3a B roa

ompeneseHue  YpOBHS ~ CBOOOJHOTO  KapHHUTHHA, | Kaxkaple 3-6 MecsalmeB B CTaOWILHOM

AMHWHOKHUCIIOT, OPraHNu4YCCKHUX KUCJIOT MOYU COCTOSAHUHM B TIICpUOJ] I/IH(beKI_[I/IOHHI)IX
3a00JICBaHNUM, MeTa00JIMIECKOr0

Kpu3ase pexe | paza B 7-10 nHen

Kapaunonoruueckoe o0ciaenoBanue B MoMeHT OMarHoCTUKM 3a00JIeBaHUd,
(OKT', 9XO-KT') nanee 1 pa3 B ron

Kak naumeHThI mMos1y4yaiorT jJeyeHue B PO?

ITA oTHOCHTCS K YHCIy PEIKUX HAcleACTBEHHBIX OoJie3HEe oOMeHa BeIleCTB U BXOIUT B
nepevyeHb peakux (opdaHHBIX) 3a00JI€BaHUM, JEUEHHE KOTOPBHIX MPOBOAMUTCS 3a CYET CPEICTB
pernoHanbHoro Oromxkera. [locne ycraHoBiaeHHe quarHo3a HEOOXOAMMO BKJIIOYEHHE MMAllMEHTa B
PErMOHANBHBIN CETMEHT PETUCTpa IO KU3HEYTPOXKAIIUM pelkuM (opdaHHbIM) 3a001€BaHUSIM, C
LeNbl0 JaNbHeNIero obecrneyeHus: HEOOXOTUMBIM JIEYEOHBIM MMUTAHUEM U JIEKapCTBEHHBIMU
npenapatamu. B pa3HbIX peruoHax 3a BeJIEHUE PErrucTpa OTBEUAIOT pa3Hble CIIEUAINUCThI, HO Yallle
BCEIO ATO BPAUU-TEHETUKH, IOSTOMY IIOCJI€ YCTAHOBJIICHMS JHarHo3a o00s3aTeNbHO HYKHO
00paTUTHCS K pErMOHATBHOMY Bpauy reHETHKY.

Kaxk MoryT momorarb poaHbie u 0J1u3kue?

He 3a0biBaiiTe — OT ceMbH Takke 3aBUCUT ycmex JedeHus. HyxHo coGmonath
pEeKOMEHJALNY, HU TpPU KaKUX YCIOBHUSAX HE JOMyCKaTh "CPbIBOB" B JHMETOTEpANMH, CIEIyeT
yIesTh BHUMaHUE peabUIuTaIlK U IIJIaHOBBIM 00cliefjoBaHusIM. Bce uieHbl ceMbH I0JKHBI 3HATD,
4TO peOEHOK HYXKJaeTcsa B 0COOOM MUTAaHUM U ONHM3KHUE POJICTBEHHUKHU JOJDKHBI OCBOUTH HABBIKU
pacuera JUeTHI.

Ponutenu maunmenta ¢ IIA, a B ganpHeiilieM M caM MalMEHT JOJDKHBI OBITH OOYyYEHBI
MIpaBUJIaM OPraHU3aIMH TePAK B MEKIPUCTYIHBIN IEPUOI U B IEPUO YTPO3bI META00IMUECKOTO
Kpu3a.

Y pebGenka mpu cebe Bcerda MOJDKHA HAXOMUTHCS MaMsITKa C YKa3aHHEM HEOTJIIOXKHBIX
MEpPOTIPUATHI B IEPUO]T HAUUHAIOIIETOCS META00INIECKOTO KpH3a.
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[Ipumeuanue.

Hymepanus npuiiokeHni 1aHa B COOTBETCTBUU C O(HUIIMATBHBIM TEKCTOM JIOKYMEHTA.

IIpumep "IxcTpeHHONH NamMATKH"'

DKCTpEeHHAasi maMsATKa

[Tpunoxenue B2

Buaumanue! IlamueHT yrpoxaem 1mo pa3BUTHIO OCTPOTO META0OJIUYECKOTO KpU3a, CBSI3aHHOTO
C HACJICJACTBECHHBIM 3a00JICBaHICM.

1. Ilpu3Haky JeKOMIIEHCAlUU:
- YTHETEHUE CO3HAHU4,

- BSIJIOCTB, CJIA00CTh, COHJIMBOCTD;

- IOSIBJICHUE WJIM YCUJICHHUE CYI0POT;

- OECIOKOMHOE MTOBEACHHUE, IIIaKCUBOCTh;
- HApYIICHHS BCKApMJIMBAHUS, YaCThIE CPBITHBAHUS, PBOTA;
- MIOBBIIIEHHOE ITOTOOTACIICHIE
- U3MEHEHHE MBIIIEYHOTO TOHYCA.
2. ITokazaHus K rOCIUATAIN3AINN

- MHOTOKpaTHas pBOTa, Tuapes;

- TH(MEKINHU C BBICOKOW JTUXOPAIKOH;
- 00e3BOKHUBAaHUE
- YTHETCHHUE CO3HAHUS

- cyloporu

- OTKa3 OT eJibl
3. Ilnag nercTBuU:
[Ipu nono3penuu Ha METabOINYECKHI KpHU3:
3.1. CyrouHas KaJTOpUHHOCTh palloHa yBenuuruBaeTcs Ha 25-50%.
3.2. OrpaHuuuTh MOCTYIUIEHHWE HaTypalibHOro Oenka Ha 50% wiu yOpaTh HOJHOCTBIO B
3aBUCHMOCTH OT CTEIIEHHU MPOSIBJICHUSI CUMIITOMOB Ha 24-48 u.
3.3 YBenUYUTh UCTIOIb3BOHHE CIIEIUAIN3UPOBAHHOTO MPOIYKTA JIeUeOHOTO MUTAHUS
3.4. O6ecnieunTh YacThie KOPMIICHHS HEOOIBIIIMMH TMOPIUSIMHU B TeUeHHE 24 4acoB.

3.5. Ilpu HaxOXJEHUU TAlKMEHTa J0Ma,

YBCINYUTD HOTpe6J'ICHI/IC YrJieBO4OB  JJId

BOCIIOJTHEHUSI KAJIOPUHHOCTH 3a CYET pPacTBOpa AEKCTPO3bI** wmim ManbToAekcTpuHa (IpU HX
OTCYTCTBHH — CJIAJIKUH KOMIIOT, KHUCEIb)

Tabnmuma 1. CooTBeTCTBHE MEXAy BO3pacToM peOeHKa M J1030il JIeKCTPO3bl AJS SHTEPATBLHOTO
[IPUMEHEHHS [TPH [I0I03PEHIH Ha METa00IMYeCKuii Kpu3 [24]

BO3pacT P-p nexctpo3ssl (%) |  Ho3a mi/kr/u Jo3sa OHeprus
MII/KT/CyT KKaJI/Kr/CcyT
0-6 mec. 15 7,7 183 110
6-12 mec. 15 7,0 168 100
1-3r. 20 4,5 110 90
3-6 1. 25 3,3 80 80
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6-12 n. 25 2,6 65 65
Wmm 6-12 . 30 2,25 54 65
12-15 ner 30 1,8 42 50
> 15 et 30 1,6 38 45

<*> O0mwuit 00beM pazaensieTcs Ha 12 MprUeMOoB 1 BBOJUTCS KaXK/ple 2 Yaca.

3.6. Ilpu HEBO3MOXHOCTH OCYHIECTBIATh, MOMJAEPKHUBATh NEPOPATHHOE KOPMIICHHE,
YCTaHOBUTbH HA30TaCTPAIbHBINA 30H]I.

3.7. Tlpu rocmuTanu3alyMd B CTAIIOHAp, HayaTh HENpepbhiBHY0 uHOY3uio p-pom 10%
JEKCTPO3bI** U3 pacuera: HOBOPOXKJIEHHBIE U AeTH A0 3-X ser 10-12 mr/kr/mus, ot 3 mo 10 ner 8-
10 mr/kr/muH, ctapiie 10 net 5-8 Mr/kr/MuH

3.8. Kontpons aHanm3oB:

- KIIC, 351eKTpoauTsl, aMMOHUI

- 00ImMii aHAINU3 KPOBU

- OTIPEJICIICHNE KETOHOBBIX TEJl B MOYE

- omoxumuuecknii aHanmmu3 kpoBu (KOK, AJIT, ACT, rmroko3a, OunmupyOouH o0, MpsMoi,
MoueBuHa, kpeatunud, ['T'T, LI®, o6muit 6enok, ans6ymun, C-p0, kanuil, HaTpUil, KaJbIUH, XJIOP)

- CIIEKTP aMUHOKHCIIOT M aIlWJIKAPHUTHHOB

4. Benenue nanueHTa nocjie HeOTI0KHOW CUTYallUH:

[IpoomxuTh BBEIEHUE JEKCTPO3bl JO CTAOWIM3AIMM COCTOSHUS, MOJ KOHTPOJEM TIIIOKO3bI
kpoBu, KIIC, ypoBHs seilinHa, BaJlMHa, U30JE€HIIMHA B KPOBU

[Ipn KynupoBaHWK CHUMIITOMOB METa0OJIMYECKOW JEKOMIIEHCAIlMM, CHW)KEHUM 3HA4YEeHUN
MPOMMOHMIIKAPHUTHHA, BEJACHHE TMPOAYKTOB COJIEP)KAIUX HATypaJbHBIM Oelok W3 pacuera 1/4
HEO0O0XOMMOTO CyTOYHOTO 00beMa B IIEPBHIN JIeHb, 1/2 — Ha 2-3-i neHb, 3/4 — Ha 3-4-i1 neHb, nanee
B IOJTHOM 00BbeMe

[Tpunoxenue I'l1-I'N

I kaJjbl OeHKH, BONPOCHUKHU M IPYTrue OlleHOYHbIe HHCTPYMEHTbI COCTOSIHUS
NalMeHTa, NPUBeJeHHbIe B KIMHUYECKUX PEKOMEHIalUAX

He npumensitorcs
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Hogpsle, n3nannsie B 2020-2022 rr. 1 odpuHanbHO yTBep K IEHHBIE MuH31paBoM PO,
KIIMHUYECKHE PEKOMEHAANHU (PYKOBOJICTBA, IPOTOKOJIBI JIEUEHHS) — HA HALLIEM CalTe.
HNHTtepHer-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rie-To keM-To TaHHBIN JOKYMEHT OBbLIT paHee pacreuartaH, JaHHoe m3o0paxenue QR-koma
ITOMOKET BaM OBICTPO MEPENTH MO CChUIKE ¢ OyMaKHOW KO — B HEM HaXOJMUTCA 3Ta CChUIKA.
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