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TepMuHBI U onIpeaeICHUS

MeTta0o/iM4yecKkuii KpU3 — KPUTHUYECKOE, YIpOXKAloIlee >MXU3HU COCTOSHUE, CIIPOBOLIMPOBAHHOE
HEONaronpusTHBIMM  (akTopamMH,  OOYCIABIMBAIOIIMMHU  YCHJIEHHE  IPOLIECCOB  KJIETOYHOTO
katabonmu3Ma ¢ 0Opa3oBaHWEM TOKCHUYHBIX TPOM3BOAHBIX JICHIIMHA W TPOSBISIONIEECS OCTPO

BO3HUKIIEH sHIEDaIonaTie, aTakcuen, NpUcTynaMu pBOThI, TOHUKO-KJIOHUYECKUMU CYJIOpOTaMHu.

reMOI[I/Ia.]II/I3 — MCTOJ BHCIIOUCYHOI'O OYHILNCHUA KPOBH, BO BPCMA KOTOPOI'o INPOHUCXOAUT YAAaJICHHUC U3
oprannu3Ma TOKCHUYCCKUX IIPOAYKTOB oOMeHa BCIICCTB, HOPpMAJIHU3alHA HapymeHI/Iﬁ BOOHOTO H
QJICKTPOJUTHOT'O 68,J'IaHCOB, Ipu 5TOM OYHUIOCHUC KPOBU OCYIICCTBIIACTCA YCPC3 HNCKYCCTBCHHYIO

MCM6paHy C IPUMCHCHUCM allllapara «MCKYCCTBCHHAs ITOYKa».

IlepuroHeanbHBbIM AMAJIM3 — METOJ BHEINOYEYHOTO OYMUICHHS KPOBHU, BO BpEMS KOTOPOIO
IPOUCXOIUT YAAJIEHUE M3 OpraHu3Ma TOKCHYECKMX NPOAYKTOB OOMEHa BEIIECTB, HOpPMaJIU3alus
HapyLIEHUN BOAHOTO M ANMEKTPOIUTHOIO M OalaHCOB, IPU ITOM OUMILEHHE KPOBH MPOU3BOAUTCS 32
Cu€T CMEHBI CHEIHATbHBIX PACTBOPOB B OPIOIIHOW TMOJOCTH, @ B KaueCTBE MeMOpaHBbI BBHICTYIAET

6pIOHII/IHa InanucHTa.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

N3oBanepuanoas auuaemus (auuaypus) MIBA — HaciencTBeHHOe MeTaboinyeckoe 3a00JIeBaHUE U3
TpyNnbl OPraHUYECKUX alMIeMuid, 0OycClOBIeHHOEe MyTamuer reHa [VD, xoaupyromiero ¢GpepMmeHt
n3oBanepui-KoA neruaporeHasy, 4To MPUBOIUT K HEJOCTATOYHOCTH UJIH OTCYTCTBHUIO €r0 aKTUBHOCTH

Y HapyUIEHUIO pacraja Jeinuna [1].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

N3oBanepuaHoBas auujeMHs — ayTOCOMHO-PELIECCUBHOE 3a00J€BaHUE, OOYCIIOBIEHHOE MYTalUsIMU
reHa MHUTOXOHJpHuanbHOro (pepmenta umzoBanepui-KoA-meruaporenassl (IVD), mpuBomsinee k ero
HEJIOCTaTOYHOCTH B TMEUEHH, NMOUYKax, CKEJIETHhIX Mbllax, ¢udpodnacrax. Jlokanuzamus rena [VD -
15q14-ql15 [2, 3, 4]. Onucano 6onee 70 mytaumii rena /VD, Beaymux K pa3BUTHIO 3a0oneBaHus |3, 5,
6].

Henocratounocts pepmeHTa BeAeT K HApyLIIEHUIO CHHTE3a 3-MeTMIKpOTOHMWI-KOA u3 m3oBasiepui-
KoA (mponykrtel katabonu3ma JeMIlHA), HAKOIUICHHIO B TKAHSIX MU OWOJIOTMUYECKUX >KHUJIKOCTSIX
OpraHuYeCKUX KHUCJIOT MIPOU3BOIHBIX n3zoBanepui-KoA (M30BasIEpUaHOBOM, 3-
TMIPOKCUU30BAJIEPUAHOBOM, 4-THIPOKCHUM30BAJIEPUAHOBOM KHUCIIOT, u3oBanepwikapHutuHa (C5),
U30BAJICPWIIIMIIMH U [Jp.), 4YTO OKa3blBAE€T TOKCHUYECKOE JIEWCTBHE, IVIaBHBIM 00pa3oM, Ha
LeHTpaiabHy0 HepBHYIO cucteMy (LIHC), medenp, KOCTHBIN MO3I, OOYCIOBIMBAET PAa3BUTHE TSIKEIIOTO
MeTabOoJIMYECKOTO KEeTOall/103a, BTOPUYHON T'HUIEpaMMOHHMEMHUH, THIEPIIMIMHEMUHN, THIep-/
runorukeMud. CIEICTBHEM BBICOKOM TOYEYHOW OKCKPELUMH H30BAJNECPUIKAPHUTHHA  CIYKUT
BTOpPUYHASI HEIOCTATOYHOCTh KapHUTHHA (CXeMa METa0O0JIMYECKHUX MPOILIECCOB MPU M30BaJIEPUAHOBOM

aIMIeMAN TIPEICTABIICHA B IpriiokeHun A3.2) [4].

B nocnegnue ronel B psae cTpad, nocie BkiIoueHus VIBA B mporpammy HEOHATajabHOTO CKPUHHUHIA

MeToqoM TaHaeMHo Mmacc-criektpometpun (TMC), mnosiBUIack BO3MOXKHOCTH JAHArHOCTUKH
6eccumnToMHoi popmbl MIBA. Onucana Hambosnee 4acto BeTpedaemasi MucceHc-mytamus, 932C>T
(p.A282V), xapaktepHas st 0eccUMITOMHON GopMbl. [Ipu JaHHON MyTalMM 9YaCTUYHO COXPAHSIETCS
akTUBHOCTH (hepmeHTa. OJIHAKO €€ BIUSHUE Ha KIMHUYECKUN MCXOA U HEOOXOIMMOCTh B TEpaIruu A0

CUX Top aucKyTabenbHsl [4, 5, 7].



1.3 Dnuaemuosorus 3aﬁongBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

3aboseBaHNE BCTPEYACTCA B PA3IMYHBIX MOMyJANMsIX. YacToTa cpeu HOBOPOXKICHHBIX B CTpaHax
EBpornbt u CIIIA no pasueiM ganasiM coctasisiet 1:60 000 - 1:150 000 [8]. B Poccuiickoit @enepaiuu

yacToTa 3a00JIeBaHUs HE OIIPCACIICHA.



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHCTHYECKON KJIacCH(PUKAIMU
0oJ1e3Hed U NPodJIeM, CBA3AHHBIX CO 310POBbEM

E71.1 - Ipyrue Buabpl HapyuieHUuss 0OMeHa aMHUHOKHUCIIOT C Pa3BETBICHHOM 1EMbIO.



1.5 Knaccudukanust 3a001eBaHust MM COCTOTHHSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

Breinenstor tpu knumHuMYeckue Gopmbl 3a00J€BaHM: OCTPYH0 HEOHATalIbHYIO (Dopmy, BCTpedaeTcs y

60-70% manrueHToB, XPOHUYECKYI0 HHTEPMHUTTHPYIONIYIO B OeccumnTomMuyto [4, 7, 9].



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNINbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

Knunnueckast kaptuna VIBA BapbUpyeT MO TSXKECTU 3a00jeBaHUs OT OECCUMITOMHON (OpPMBI 10

KU3ZHEYTPOXKAIOIIETO COCTOSHUSA C PA3BUTUEM TSKEJIONH META0OTUYECKOM IEKOMITICHCAINH [7].

NBA MOXET IpOsSBUTHCS B HEOHATAIBHOM IIEPHUOZE B MEPBBIC JABE HEIEIU XKU3HU WU B MO3JHEM
MJIaJIeHYeCTBe, yaie a0 roja. Jlyis HeoHaTanbHOM (OPMBI XapaKTepHBbI OBICTPOE, (PYIbMHUHAHTHOE
TeUYeHHue, corpoBoxaaronieecss cumnromamu yraereauss [[HC, pBoroii, neraprueii, ObICTPHIM
pa3BUTHEM CyHOpOT, koMol Ha ¢one ketoanumosa [4, 10]. [Ipu xponuyeckoir Gopme ImpeBaTUPYIOT
CUMIITOMBI OTCTAaBaHUS B NICUXOMOTOPHOM U (PU3MYECKOM Pa3BUTHUH, CYJOPOTH, HApylIeHHE (PyHKIUU
MOYEK, IKEIYJOYHO-KUIIEYHOTo Tpakra (mankpeatut) [11,12,13], manmuroneHus/HeUTponeHUs/

TpoMOotuTOoneHus [4].

VY nereil, KOTOPbIM MOCTABJIEH JMATHO3 HE B HEOHATAJbHBIN IMEPUON, OTMEYAIOTCS OTHOCUTEIBHO
HecrennPUIecKue MpU3HAKKW OO0JIE3HU - 3a/epKKa (PU3UYECKOTO W TICHUXOMOTOPHOTO pPa3BUTHS,
YMCTBEHHasi OTCTajoCcTb. KpoMme «3amaxa IOTHBIX HOI» HW30BAJIEPUAHOBON KHUCJIOTHI, KOTOPBIN
OTCYTCTBYET, €CJIM HE HaOlogaeTcss MeTadoiaudeckas ACKOMIIEHCAlWs, Majo 4YTO IIOMOTraeT
MPEANONIOKUTh ATOT AMArHo3 y manueHrta. [lanueHTsl ¢ XpoHudeckoil (opmoii OOJE3HM Takxke
NOABEPKEHbl PUCKY Pa3BUTUSL  BIMH30/10B  META0OJMYECKOr0 auuio3a U  MeTaboJIM4ecKoil
JEKOMIIEHCAIIMHM, OOBIYHO M3-32 MHTEPKYPPEHTHBIX 3a00JIEBAaHUNM WM APYroro (u3HOIOrH4YECKOro
cTpecca, BKIIto4as ronoaanue [15]. DTu ocTpeie COCTOSTHUS MOTYT ObITh OIIMOOYHO AUArHOCTUPOBAHBI
KaK JuabeTUYeCKUil KeTOaIMI03 U3-3a TUIIEPIIIMKEMUH, alli03a U OYEBUIHOTO MPUCYTCTBHUS KETOHOB
B KpOBH 1 Moue. Bo3pacT Kpru30B MOKET ObITh pa3HbIM, HanipuMep, y 18-netnero myxuunsl ¢ UBA, BO
BpeMs TpeHupoBku B jarepe s BBC CIIA pa3winchk ocTpas TOIIHOTA, PBOTa M W3MEHEHUS
MICUXWYECKOro ctaryca [63]. Y HEKOTOpBIX MalMEHTOB OTMEYAETCS PA3BUTHE OCTPOr0 MaHKPEATHUTA,
MuenonpoaudepaTuBHOTO CUHApPoOMa, cuHApoma DankoHn u cepaeuHou apurmuu [15]. IIpu MPT
TOJIOBHOTO MO3Ta BBISBJISIOT HapylIeHHs] B 00JacTH OJleJHOro mapa, B MEPUOA METa0OJIUYEeCKOro

KpH3a — OTEK TOJI0BHOTO Mo3ra [33].

PanHuMu  npu3HakamMum — METa0OJMYECKOro  Kpu3a  CIyXaTr  BsUIOCTb, COHJIMBOCTh  WIJIU
pa3apaKUTEIbHOCTh, OTKa3 OT €lbl, PBOTA, HapylleHue mnoxoAku. [losBisioTcs AbIxaTeabHbIE
HapylieHus, Taxukapaus. HeBposoruueckue paccTpoiicTBa MpOrpecCUpyIoT BILIOTH 10 CTYNOpa WU
KOMBI, O0YCJIOBIIMBAsI BBICOKYIO JIETAIBHOCTD. TSKECTh COCTOSIHUS, TJIABHBIM 00pa3oM, OmpenemseTcs
BBIPAKEHHBIM METa00IMYEeCKUM KeToauu0o30M. Yacto ormeuaercss runonkemus (oxomo 50%

neTei), THIepaMMOHUEMUsI, 00€3BOKMBAHUE.

Kpu3zbl 00bIYHO IPOBOLMPYIOTCS HEONATONPUATHBIMU (DaKTOpaMU, KOTOPbIE 00YCIOBIMBAIOT YCHIICHUE

IPOLIECCOB KJIETOYHOTO Karadoyin3ma ¢ 00pa30BaHMEM TOKCUYHBIX MPOU3BOAHBIX JIEUIIMHA:
- mpueM Oelka U JeHIIMHA B KOJTUYECTBE, MPEBBIIIAIOIIEM TOJICPAHTHOCTh OpraHu3Ma MaIllMeHTa;
- HeJloelaHue, HU3Kasi KaJOPUHHOCTh PALIMOHA;

- HHTEPKYPPEHTHBIE PECTIMPATOPHbIE UITH JKEITyI0YHO-KUIIIeYHbIe HH(PEKINOHHbIE 3a00I€BaHNUS;



- u3nyecKast Ui ICUX0AMOIIMOHAIbHAS Harpy3Ka [5].

[Ipu anexBaTHON MeTAa0OIMYECKON Tepanmuu MPOrHO3 OJAronmpHUsATHBIA, UMEIOTCS COOOIIeHUs 00

YCHEIIHBIX 0EPEMEHHOCTSIX y JKeHITUH ¢ VIBA, B pe3ynbraTe KOTOPBIX POJWINCH 310POBbIE ACTH [64].

[Ipn nuddepeHnranibHON AMArHOCTUKE Yy TMALMEHTOB TPYAHOTO BO3pacTa C BBIIICONUCAHHOM
cumnromatukoir (yruerenue [IHC, pBota, cymoporu, oTka3 OT €1bl) CIEAYeT PAacCMOTPETh TaKue
JIMATHO3bI, KaK CETCHC, BHYTPHYTpPOOHbIE MH(EKIMU, OTPABICHUE JICKAPCTBEHHBIMU TMperapaTami,
caxapHblil 1uabeT, sHUe(aIUT, TUIOKCUYECKUE MOPaKEHUsI HEPBHOM CHUCTEMbI, HAANOYEYHUKOBYIO

HCAOCTAaTOYHOCTD.

MHOFOKpaTHaH pBOTa U IJI0Xast HpI/I6aBKa B BCCC B MJIAJICHYCCKOM BO3paCTC MOTYT OBITH CBSI3aHEBI C

ajuieprueu Kk 0ejaKy KOpOBBETO MOJIOKa WK APYTMMHU MUILEBBIMU aJUIEPTUSIMHU.

[Ipu BBISBICHUH BBIPAKEHHBIX METAOOIUYECKUX HAPYIICHHUH, THarHOCTHYECKUN TOUCK CY>KaeTcs 10
psiZia HACIEACTBEHHBIX HApyIIEHUH OoOMEHa BELIECTB, B YaCTHOCTH Apyrue (popMbl OpraHMYECKHX
aruaeMuil  (MIpONMMOHOBAsi, METHJIMAJOHOBAs alWJEMHUHU), HACIEACTBEHHBIX aMHHOALMIONATUN
(penunkeTonypusi, 60JIE3Hb KIEHOBOTO CHUPOIIA, TOMOLIMCTUHYPHS, THPOSUHEMUS ), HAPYIIICHUS ITUKIIA

CHUHTC3a MOYCBHHBI, HAPYIICHUC B—OKI/ICHGHI/IX JKUPHBIX KHUCJIOT, TAJIaKTO3EMHIO U IPYTUC.



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Huaenocmuxa HMeA ocmoeana Ha ananuze pooOCNIOBHOU, OYeHKe OAHHBIX AHAMHEe3d, KIUHUYECKUX
NpOsBNEeHULl,  NOOMBEPHCOAECMCS  OUOXUMUYECKUMU — Memooamu  (KOMNleKCHoe  onpeoeneHue
KOHYEHMpayuy  aMUHOKUCIOM U  AYUIKAPHUMUHOE 6 KpOBU MemoOOM MAHOeMHOU Mdacc-

cneKkmpomempuu, 2a308as XpomMamozpagusa-macc-CneKmpomempus) u MONeKYIAPHO-eeHeMmU4ecKum

uccneoosanuem 2ena 1VD.

Heonamanvnasa u paunnas gopma HeA ouacnocmupyemcsi Ha nepeom 200y HCU3HU pebeHKa nymem
CeNeKMUBHO20 CKPUHUHEA, KOMOPBIU NPOBOOUMCS Y MAAOEHYe8 U3 2PYNnvl PUCKd U Npu NosEleHUuU
KAUHUYECKUX cuMnmomos [14].



2.1 /Kaa100bI 1 aHAMHE3

IIpu cobope anammesa u xncanod HeoOXOOUMO 00OpamMumv GHUMAHUE HA Cledyrouue Hcanlodvl u

aHamHecmuyeckue coobimusi.

o OMAOUWEHHBIU CeMelnblil aHamHe3 (Hanuyue 8 cemve nayuenma c MeA, ciyuaee enezanHot cmepmu

Odemeli 8 panHem 8o3pacme)
e gHe3anHoe yxyouieHue cocmoanus Ha ghone nonno2o 300posvs unu OPBU,
e HapyuwleHus 8CKAPMIUBAHUS,
e yacmoule CpbleUBAHUS/PEOMA;
o yeHemeHue CO3HAHUs,
e 810CMb, CIAOOCMb, COHIUBOCTND,
e cydopoeu;
e Oecnokotinoe nogeoenue, NiaKkCUu8oCmy,
e NOGbLULEHHOE NOMOOMOeLeHUE,
o MblUEUHAS] SUNOMOHUSA/ MbILUEUHBIT SUNEPIOHYC;
e Henpou3601bHbIE/HACUILCTNEEHHbLE OBUNCCHUSL,
e OCMPYBIU/XPOHUYECKULI NAHKPeamum
e Hapyuienue cepoeyHo20 pumma
e 0COObIl 3aNax «cvlpay, KNOMHBIX HO2» OM Med
* U3MEHeHUe NCUXUYeCKo20 cmamyca

Hauano 3abonesanus 6 oemckom eozpacme mooaicem ObIMb CEA3AHO CO C]Z@()yIOWMMM qbakmopamu:

ynompe@zemte O0IbUL020 KOMUYeCEa OeKOBOU nuwu

onumenvHoe ZOJZOaaHue, H€0anZGaCZHHbl€ ocparuvderusl 6 dueme, HU3Kasl KaJZOPMZZHOCMb nuujeeoco

pauuona,

UHMEPKYPPEeHMHbLE PeCNUPAMOpHble UL HCeTYOOUHO-KUUIEYHble UHDEKYUOHHbIe 3a001e6aHU;

onepamuerHsle emeulamenbemed,

gbu3uqec1<aﬂ UuU NCUXOIMOUUOHAIbHAA HACPY3KA.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

Hpu ocmompe H€06.XO0MMO 06pamumb BHUMAHUE HA Cﬂedyiomue OCHOGBHblE KIIUHUYECKUE NPOABIEHUA
/45,9, 15, 16]:

HeOHamanbHulil NEPUoO

CpLICUBAHUS/PBOMA, OMKA3 OM €0bl,

o 3a0epicKa PU3ULecKO20 pa3eumust;

* 300epIHCcKa MOMOPHO20 PA3GUMUSL,

* GI0CMb, COHNUBOCHIb,

o yeHemeHue CO3HAHUSL,

o MblUUEUHAS] 2UNOMOHUS/MBIULEYHDLL UNEePIMOHYC;

o NUpamMuoHvle HapyuleHust (NOBLIUEHUE CYXONCUTILHBIX PehleKcos),
o DKCMPANUPAMUOHble HapyueHus (PasudHble Mmunsvl 2UNEPKUHe308, MbIUUeUHAsE OUCIOHUSL),
o mpemop;

e cydopoeu

o 0COObIIL 3aNax «CbIPA», KNOMHBIX HO2» OM Meid

oemu nepesvlx jiem HCU3IHU

INUZ00UUECKU BOZHUKAIOUASL PBOMA,

* 3A0epICKA NCUXOMOMOPHO20 U NCUXOPEUEB020 PA3GUMUSL;

o UBMEHeHUEe MbIUEYHO20 MOHYCA (MbIULEYHAS 2UNOMOHUS/MbILUEYHBII 2UNEPMOHYC),
o nepuoouyecKast AMaxcus, mpemop,

e cydopoeu,

e 0COObIIL 3aNax «CbIPA», KNOMHBIX HO2» OM Mmeid

83pocible

o 0COObIIL 3aNaAX «CHIPA», KNOMHBIX HO2» OM Meid

* UBMEHEHUe ncuxuveckozo cmantyca



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

° PEKOMeHIIyeTCﬂ MMangueHTaM M3 I'PYIIIbI PUCKA U IIPU MMOABJICHUU KIIMHUYCCKHUX CHMIITOMOB NBA
IMPOBCACHUC TElH).IGMHOIZ MaCC-CIICKTPOMCTPHH, IJIA OIIPCACICHHA COACPIKAHUS B IIJIa3MC KPOBH WJIN
BBICYHICHHOM IIITHEC KpPOBH AMMHWHOKHCIOT MW AWJIKAPHUTHHOB (KOMHJ'I@KCHO@ onpecaciIcHuc
KOHIICHTpAallUK aMHWHOKHUCIIOT MW aIWJIKApHUTHHOB B KpPOBU MECTOAOM TaHHeMHOﬁ Macc-

CIIEKTPOMETPHUH) C IIETbI0 YTOUHEeHUS Auardosa [7, 17, 19].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)

KOMMeHTapl/II/I: Inpu HsA nabnrooaemcs noswviuenue 6 KpO8U KORUYermpayuu uzoealepuilkapiumuna

(C5), wacmo nosviwensvt coomnowenue C5/C2 u unoeoa yposeuw enuyuna [20].

° PeKOMeHHyeTCﬂ MMagueHTaM M3 I'PpYIIIbI PUCKA U IIPpU MOABJICHUU KIIMHUYCCKHUX CHMIITOMOB NBA
KOMIIJICKCHOC OIIPCACIICHUC COACPIKAHU OpPraHu4YCCKUX KHUCJIIOT B MOYC (I/IBOBaJIepI/IaHOBaSI, 3-
THAPOKCUN30BAJICpUAHOBAsA KUCJIOTA, 4-FI/II[pOKCI/II/ISOBaJ'IepI/IaHOBaH KHUCJIO0Ta, HBOBaﬂepHHFHI/IHI/IH) C

LETbI0 MOATBepkAeHUs quarno3a MBA [18].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 3)

KommenTapuu: 3anooospume HeA u paccmompemsv eonpoc o nposedenuu TMC credyem &

cnedyrouux cayuasx [14]:

* nayueHnivl 1100020 eospacma us C€M€l/7, umernmux nayueHmaos C OaHHBIM 3a00/1e6aHUeM (6 nepeyro

oyepedsb, bpamwvs u cecmpvl NAYUEHMA),;

o Oemu nepevix Heoelb U MeCAYes HCU3HU, Y KOMOPbIX NOCIe HEeKOMOPo2o nepuooa (UHo20a OYeHb
KOPOMKO020, 8 meueHue HeCKONbKUX CYMOK) YO081eme8opUmenbHo20 COCMOSHUS NOABUIUCL PEOMA,

omkKdas om eabl, Jaemapeusl, cunontoHuUA, cydopozu, Komda, memaobonuyeckutl CZZ/;UOOS‘, KemoHypus,

* nayueHnivl 1106020 eo3pacma ¢ NnOBMOPHbIMU npucmynamu peombvl, 6A710CnuU, COHIUBOCNIU,

2UNnoOmoHuu, Kemoauu()ma;

® nayuennivl ¢ U3MeHeHuem ncuxuveckKkozo cmaniyca, omcecmarowue 6 nCUXoMomopHom paseumuu, C
anwzencueii, Hapywenuem MmbluledHo2co0 moHyca, KpPOBOUSTUAHUAMU 6 MO32, my6yﬂﬂpH0ﬁ

oucgynkyueu, 0CMpviM NAHKPeamumonm.

B moue nayuenmog 6vlAGNIAIOM NOGbIUEHUE KOHYEHMPAyuu U308aiepuaHosou Kuciomol, 3-
2UOPOKCUUZ0BAIEPUAHOBOU  KUCIOMbL U u3oeanepuneiuyuna. Kpome moco, 6 moue mozym
NPUCYmMcmeo8ams  3-2UOPOKCUMACTAHASA,  3-2UOPOKCUUZOMACTANHASA,  2-Memul-3-2UOPOKCUMACTAHAS

Kuciaonisl, ompasicarouue COCmosHue Kenosda.

Heobxooumo ¢ 0cmopodicHocmvio OMHOCUMbCA K UHmepnpemayuu OaHHublx nokazameneu. B psode
cyuaes NUBAIOUI-KAPHUMUH, NPOU3BOOHOE AHMUOUOMUKOS U KOCMEMUUECKUX CPeoCcme (IMONEeHmMOos),
coOepocauux NUBANUHOBYIO KUCTIOMY, MOXCem Obimb OUUOOYHO NPUHAM 3a U308ATIEPUIKAPHUMUH NPU

npogedenuu TMC obpazya kposu [5, 21, 22].



Takoce nogvluleHUss KOHYEHMpAyuu Op2aHU4ecKux Kuciom 6 Moue (u3zoeanepuanogou, 3-
2UOPOKCUUZ0BATIEPUAHOBOU KUCTIOM U U308ALEPUNIUYUHA U OP.) MONCHO ONpeoeisims Memooom

2a30801i xpomamozpaguu-macc-cnekmpomempuu [3, 5, 23].

o [laneHTaM C BBIABICHHBIMM M3MEHEHUSMM I10 JAHHBIM TaHJIEMHOW MacC-CIEKTPOMETPUH,
xapakTepHeiMu Uit MIBA, U1 TOATBEp)KIAEHUsS  JAMArHo3a W MEIHUKO-TEHETUYECKOTO
KOHCYJIFTUPOBAHUSL PEKOMEHAYeTCH IPOBOAUTH MOJIEKYISIPHO-TEHETHYECKOE MCCIEAOBAHUE C
LUENbl0 BbIABICHUS MyTauuii B rede [VD (Kommuiekc wucclienoBaHuid JJisi  AUArHOCTUKH

OopraHuvyecKux anuaypuii) [4, 7, 20, 24, 25].
YpoBeHb yoeauTEJIbHOCTH pekoMeHaaluii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 3)

KommenTapuu: c¢ nomowwlo cmanoapmuulx MONEKVIAPHO-2EHEMUYECKUX Memo008 Npoeoosm

uccneoosanue eena IVD, omeemcmeennozo 3a pazsumue MgA.

lIposeoenue JI[HK-ouacnocmuxu noxkazamo O NPEeHAMAIbHOU UMU  NPEUMIIAHMAYUOHHOU

ouazHocmuku no noxkazanusim [26].

e PexomeHngoBaHO BceM mnalueHTaMm C Moao3peHueM Ha MBA, a Takke C TOATBEPKICHHBIM
nuario3oM MBA mpoBecTH McciieioBaHHE KUCIOTHO-OCHOBHOI'O COCTOSIHUSA JIJIsl OLIEHKU ypoBHs pH
(UccnenoBanue ypoBHs BomopoaHbix uoHOB (pH) kpoBu, MccnemoBanue ypoBHs OydepHbIX
BEIIIECTB B KPOBH) JJIEKTPOIUTOB KPOBU (HMCCIICIOBAHHE YPOBHSI HAaTPHS B KPOBH, UCCIIECIOBAHUE
YPOBHS Kajusi B KPOBHU, MCCIIEIOBAHUE YPOBHS XJIOPUIOB B KPOBU) JJIsi AMATHOCTUKH U KOHTPOJIS
METa0OJIMYEeCKOro alua03a, MCCIeJOBaHUEe YPOBHS aMMHaka B KPOBH, HCCIEIOBAHHE YPOBHS
MOJIOUHOM KHUCJIOTBI B KPOBH (JIaKTaTa), TIIIOKO3bI B KPOBU, OOHAPYKEHUE KETOHOBBIX TEJI B MOYE U

B KPOBH C II€JIbIO CBOEBPEMEHHOMN KOppeKIuu Tepanuu [26, 28, 29, 30].
YpoBenb yoenuTeabHOCTH pekoMeHaannili C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

KomMmenTapuu: xapakmephoii ocobeHHOCmbIO oOpeaHudecKux ayudemuil, 6 mom uucie u HeA,
aengemcsi  Memaoonuyeckulli.  ayudo3 ¢ - YBEIUYEHHbIM — AHUOHHbIM  unmepsaiom  (=16),

cunepammoruemusl, cUNepKeNoneMUsl U KENMOHYPUSL, NOBbILIWEHUE J1aKmama 6 niasme Kpoesu.

o Pexomenayercss rmpoBeneHHe o0mero (KJIMHUYECKOTO) aHajlu3a KpPOBU  Pa3BEPHYTOIO
(uccnenoBaHue ypoBHSI OOIIEro reMoriioOMHa B KpPOBH, HCCJEIOBAHUWE YPOBHS 3PUTPOLIUTOB B
KPOBH, OINpEIeJICHUE IIBETOBOTO IIOKa3aTelis, WCCIEIOBAHHE YPOBHS JICHMKOIIUTOB B KpPOBH,
UCCIIEZIOBaHUE YPOBHS TPOMOOLMTOB B KpOBH, IU(GEpPEHIUPOBAHHBIN MOACUET JIEHKOLUTOB
(;elikoruTapHast (opmyna) U HCCIEJOBaHHE CKOPOCTU OCEHAHMsSI SPUTPOLUTOB) MALMEHTAM C
KIIMHAYECKUMH TIPOSIBICHUSIMU VIBA 1511 OIIEHKM OCHOBHBIX MIApaMeTPOB KPOBETBOPEHUS U

HaJIMYMs BOCHAIUTENBbHBIX MpolieccoB [4, 26, 29].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

KomMmenTapmii: ucciedosanue nposooumcs 6 npoyecce OUHAMUUECKO20 HAONOO0eHUs, 4acmoma

onpeoensemcs UHOUBUOYATbHO.



o PexomMeHnayercsi manueHTaM ¢ KIMHUYECKUMH MPOSIBICHUSIMHU VIBA mipoBeneHHE OMOXMMHYECKOTO
aHalln3a KpOBU OOIIETepaneBTUYECKOTO (MCCIIeOBaHNE YPOBHS TIIOKO3BI B KPOBH, HCCIIEIOBAaHUE
ypOBHsI o01iero 6enka B KpoBH, OelIKoBbIe (ppakiuu (MCcileqOBaHUE YPOBHS ajlbOyMHHa B KPOBH,
oTpesieNieHne albOyMUH/TTI00YTMHOBOTO COOTHOIICHUS B KPOBH), MCCIEAOBAHUE YPOBHS OOIIETO
OunupyOrMHA B KPOBH, HCCIIEOBAaHHE YPOBHS CBOOOAHOTO M CBSI3aHHOTOOMJIMPYOMHAa B KpOBH,
UCCJIeIOBAaHUE YPOBHSI XOJIECTEPUMHA B KPOBH, HCCIIEOBAHUE YPOBHS TPUIVIMIIEPUIIOB B KPOBH,
WCCJICIOBAaHUE YPOBHS JIUMIOMPOTEMHOB B KPOBH (HM3KOM M BBICOKOM IUIOTHOCTH), OMpENETICHUE
aKTUBHOCTHM  IEJNOYHOW  Qocdarazbl B KPOBH,  OMNpeNeleHWE  aKTUBHOCTH  raMMa-
DIITaMUATpancdepasbl B KPOBU, HCCIEOBAHME YPOBHS KpEaTWMHHWHA B KPOBH, HCCIIEIOBaHUE
YPOBHSI MOYEBHHBI B KpPOBH, ONpEACICHHUE AKTUBHOCTH IMaHKPEATHUECKOW aMuiia3bl B KPOBH,
OTpe/ICNICHUE AaKTUBHOCTHU JIMMAa3bl B CHIBOPOTKE KpOBH, anaHuHamuHoTpaHchepaza (AJIT),
acnapraramunorpancgepaza (ACT), wuccregoBanue ypoBHA OOLIETo KaJbIUs,HCCIeI0BaHUE
YPOBHS HOHHM3UPOBAHHOTO KaJbIlUsl B KpPOBH, WCCIEAOBAaHUE YpPOBHS HATpusi B KPOBH,
HCCJIeIOBaHUE YPOBHSI Kaiusl B KPOBH, UCCIIEIOBAHNE YPOBHS HEOpraHu4eckoro ¢ochopa B KpOBH,
uccienoBanue ypoHsi C-peakTHBHOTO Oelika B CHIBOPOTKE KpoBH) Komruiekc mcciemnoBaHuid asis
JTUArHOCTHKH Kele301e(PUIIMTHON aHeMHH (3KeJIe30 CHIBOPOTKH KPOBH, (PEPPUTHH, UCCIETOBAHHE
JKEJIE30CBA3BIBAIOIIECH CIOCOOHOCTH CBIBOPOTKH), ISl OLEHKH (PYHKIIMOHAJIBLHOTO COCTOSHUS
BHYTPEHHHUX OpPTaHOB, HAJTUYMs WH(DEKIIMOHHBIX OCTOKHEHUH W HYTPUTHUBHOTO CTaTyca MalleHTa

[4, 31, 32].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 4)



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCccJIe0BAHUSA

e PexoMeHI0BaHO MalMEHTaM C KIMHUYECKUMU NposiBieHUsIMU VIBA B OCTpbIil nmepuon u/uiu npu
HAJMYUA HEBPOJOTUYECKOM CHUMIITOMATUKH, TMPOBEACHHE HEHpOocoHOTrpaduu, KOMIBIOTEPHOU
TOMOTpauil TOJOBHOTO MO3ra W/WJIM MarHUTHO-PE30HAHCHOW TOMOrpaduu TOJIOBHOTO MO3ra ¢
LENbI0 BBISBICHUS KOPTUKAJbHOM aTpouu, pacUIMpeHHsl KEIyJOYKOB MO3ra, 3aJepiKKu

MUEJIMHU3A1IMY, HApyILIeHU B 00J1acTH 0a3aJIbHbIX FAHIVIMEB, IUAarHOCTUKH OTEKa FOJI0BHOTO MO3ra
[33, 34, 35].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)
Kommentapuu: Hapkos u konmpacmuposarnue no noKasaHusMm.

o Pexomenayercst mpoBeneHue snekrposniedanorpapun (331 namuentam ¢ MBA npu Hanuuuu
HEBPOJIOTUYECKON CHUMMTOMATHKK Ui BBISBICHHUS OSMWICNTA(GOPMHONW aKTUBHOCTH (TIpH

JIMarHOCTHKE U Jlajiee MPU HaJIMYue CyJOpOXKHOTo cuHapoma) [59,67,68].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)
KomMmentapuu: 6 mov yucie 3391 ¢ 6udeomonumopurzom.

e PexomengoBaHo nmanyMeHTaM C KIMHAYECKUMH TposBieHusMu BA peructpanus
anekrpokapauorpammbl (OKI'), axokapaunorpadus (OxoKI') ¢ 11enpio HCKITIOUeHUS/ TIOATBEPKACHUS

MaTOJIOTUH CEPACUHO-COCYAUCTOM cucTemsl [36].
YpoBenb yoenuTeabHOCTH pekoMeHaaunii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 3)

KommenTapwuii: npu memabonruueckux HapyuwieHusx co cmopoHvbl cepOedHO-COCYOUCHOU CUCTEMbl

MO2Yym HAOI0O0AMbCsl KAPOUOMUONAMUSL, HAPYUEHUST CePOeyHO20 PUMMA.

o PexoMeHnoBaHo NalnueHTaM C KIMHUYECKUMH mposiBieHussMu  MBA yABTPa3ByKOBOE
HCCIIEIOBAaHNE OPTaHOB OPIOITHOM MOJIOCTH (KOMILJIEKCHOE) C IEJIbI0 MCKITFOUEHHUSI/TIOITBEPIKICHUS

MOPaXKEHUS TTOJKETYA0YHOM xene3sl [11, 12, 13].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)

o PexoMeHa0BaHa TMalMeHTaM C KIWHUYECKUMH TposiBieHUsMH MBA 1o mokaszanusMm (mipu
HaJIMYUM KIMHAYECKUX MPHU3HAKOB aTpoUM 3pUTEIBLHOTO HEpBa/Kajao0 Ha HapyILIEHUs 3pEHus)-

0(pTaTEMOCKOIIHSI C TIEJIBI0 UCKITIOUCHUS/TIOATBEPXKACHUS aTpoduu 3puTenpHoro Hepsa [3, 37, 65].

YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

o PexoMeHnayercsi yuactue B AUArHOCTUKE M BEICHHUM IAMEHTOB ¢ MBA MyJIbTUAMCUHUIIIMHAPHON
KOMaH/Ibl CHEIUAINCTOB B BUJIy TOTO, YTO 3a00JEBAaHUE XapaKTEPU3YETCS MOPAKEHUEM MHOTHUX
OpraHOB M CHUCTEM, TpeOyeT KOMIUIEKCHOW Tepamuu, YTO JUKTYeT HEOOXOJUMOCTh COBMECTHOTO

BEJICHUS TIAIIMEHTA CIIEIUATNCTaMH pa3HbIX mpodumeit [65,72].
Yposennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)
KommenTapum:

Bcem nayuenmam c HeA nposooumcs npuem (ocmomp, KOHCYIbMAayus) epava-neouampa/spava-
mepanesma/spava odwel Npakmuxu (cemelnHoco 8pava) (NepeuuHvlll U NOBMOPHBILL) Npu
ouacHocmuke, U 8 OUHAMUYECKOM HAOIOOeHUU C Yelblo OYEHKU 00uje20 COCMOSHUSA, NPOBEOeHUs

mepanuu, ydacniusi 6 HA3HaA4eHuu u npoee@eﬂuu Jlell€6H0-p€d61/Ulumal4u0HHblx Meponpuﬂmud.

Bcem nayuenmam ¢ MeA npoeoosamces npuemsl (0ocmMompul, KOHCYTbMayuul) epaia-1Heepono2a, payda-
ncuxuampa (nepsuynvie U nogmopHuie) 051 ymounenuss maxcecmu nopaxcenusi [{HC, ncuxuueckoeo

cmamyca u onpeoeieHusi makmuku iedeono-peadburumayuounwvix meponpusmuii [3, 4, 5, 9,15, 39].

Bcem nayuenmam ¢ HeA npoeoodsimcs npuemvl (0OCMOMPLL, KOHCYIbMAYUU) 6paua-ouemonod
(nepeuunble u NOBMOPHbBIE) UL BPAYA-CEHEMUKA OJI5 HA3HAYEHUS NAMO2EeHeMU4eCcKol Ouemomepanuu
u oanee npu HEOOXOOUMOCMU C YeIbl0 KOPPEeKYUu OUemomepanuu, oCyuecmeileHus KOHmpos 3a eé
coonooenuem [4, 9, 31, 39].

llayuenmam ¢ nooospenuem Ha HeA, nposooumcsa npuem (ocmomp, KOHCYIbMAayus) 6paia-eeHemuxa
0JIs1 YCMAHOBIeHUsL OUASHO3A, NAYUEHMAM C YCMAHOBIEHHbIM OuasHo3om HMeA u cemvsam, umerouum

poocmeeHHukos ¢ MeA - ons nianuposanus demopooicoenus [9, 27, 37].

IIpu nodo3penuu/nanuuuu y nayueHma namonocuu opeaHa 3peHusi npo8oo0sSmcs npuemvl (0cCMompul,

KOHCYIbmayuu nepeudtsvle u nosmopusle) spaia-ogpmanvmonoea [3, 9, 37].

IIpu noodo3penuu/nanuyuu y nayueHma namono2uu cepoedHo-cocyOUcmol cucmemvl Npo8oO0sSmcs
npuemsl (0CMOmMpbL, KOHCYIbMAYUU nepeudHvle U NOSMOPHbIE) 8paAua-Kapouoioca/8paia-0emcKkoco

kapouonoea [40].

[na nnanupoeanusi uHOUBUOYANLHOU pPeaOUNUMAYUOHHOU NPOSPAMMbL NCUXON020-Ne0a202UdecKol
NO00EPIHCKU  NAYUEHMAM U UX CeMbAM NPOBOOAMCS NpueMm (mecmuposanue, KOHCYIbMayus)
MEeOUYUHCKO20 NCUXON02d U MeOUYUHCKO20 Jlo2oneda (nozoneda-oeghexmonoea) (nepeudHvlll U

nosmopmwiii) [9, 39].

Hpu Heobxooumocmu 6 npoyecce OUACHOCMUKU U IeYeHUS ydacmeyom dpyeue cneyuajaucmsl, 6 m.y.,

Hanpumep, epad-anecme3uoioc-peanumamaoiioc.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 KoncepBaruBHOe JieueHH e

Tepanus npu HeA Hanpasiena Ha npedomepaujeHue MemadoaIuyecko  OeKoMneHcayuu
(Memabonuyeckoeo Kpusa), CHudceHue o00pazosanus uzosaniepui-KoA u naxonnenuss moxcuuHwvlx
memaboiumos, ¢ obecneuenuem npoyeccos aHadOIU3Md, HOPMAILHO20 POCMA U HYMPUMUBHOZO

cmamyca.

3.1.1 luerorepanusi

OcHnoeuuie npuHyunovl cneuuaﬂmupoeaHHoﬁ duemomepanuu G6KJrovarom.

e OcpaHuueHue OelKa HAMYPAIbHbIX NULEBbIX NPOOYKMOS8 C Yelbl C8e0eHUs K HeoOX00UMomy
MUHUMATIBHOMY NOCMYNIIEHUE 8 OP2AHUM AMUHOKUCIOMbL JletiyuHa. /s 0emeti nep8oco noiy2oous.
JHCUSHU O2PaHUYeHUe pAcnpoCmpaHsiemcs Ha MAamepuHckoe MOJIOKO, a0anmupo8anHvie MOJLOYHbLE
Unu coesvle cmecu, Ona 0emell 8Mopo2o NONY2O0Usl JHCUSHU U cmapuie — 3anpem Ha 68e0eHue 8
Kauecmee NpuKopma 6blCOKODENKO8bIX NPOOYKMO8 (Msca, pbulobl, meopocd, AulY, MONIOYHLIX

npooyKkmog, 60606wix U m.0.);

e obA3amenvHas Komnencayus Oepuyuma Oerka 3a cuem UCHONb308AHUSL CNEeYUATUIUPOBAHHBIX
cmecell Ha OCHO8e AMUHOKUCTIOM 0e3 JleUyuna, coomeemcmayouux 603pacmHul;M NOmMpeoHOCMAM
pedenKa 6 OCHOBHbIX NUWEBbIX 6ewjecmeax u IHepeuu. B Hauane neuenus u 6 nepuoo
Memabonuueckux Kpu3oe 6 meueHue 24 — 48 wuacos (ne Oonee!) ucnonvzoeamev mMonLKO

cneyuantusupoBearnHyro Cmecb AMUHOKUCTION Oe3 Jlel:iT/ﬁ/IHCl,'

e obecneuenue 0OCMAMOYHOU IHEPSEMUYECKOU YEHHOCMU DAYUOHA Ol NOOOEPIHCAHUS NPOYECCOs

anaboauzma u npeéomepameﬂuﬂ akmueayuu Kama60ﬂu3/wa;
e obecneyenue nayuennma 00CMaAmMOYHbIM KOAUYECMBOM .?fCZ/laKOCWlu,'

o O0poOHbIe KOpMIeHUsl Oe3 ONUMENbHbIX Nepepviéos 80 u3zbedcanue 20100aHus, 0COOEeHHO ) demell

2PYOHO20 U PAHHE20 803paAcma,

e 0Oyuenue pooumenei NPAGUIAM OP2aAHU3AYUU OUEMOMEPanuu 8 MeXCHPUCMYNHbIU Nepuod U 8

nepuoo y2po3vi Memabdoauyecko2o Kpusd.

o PexoMeHI0BaHO BCEM TAIIMECHTOM C MOA03peHHEM Ha VMIBA orpaHWyuTh MOCTyIUICHHE Oelka (B
TOM YHCJIE€ JO MOIYYCHHs JTaOOPaTOPHBIX PE3yIbTaToB, MOATBEPXKIAIONTNX 3a00I€BaHNE) C IIEIIBIO
KOPPEKIMH META0O0IMYSCKUX HAPYIICHUH W MPEAOTBPALICHUS Pa3BUTHS METAOOIMYCCKOTO KpH3a
[31, 32, 39].



YpoBenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KommenTapuu: /lockonbky passumue memabonruyeckoeo Kpuza Modxicem npueecmu K Heoopamumvim
UBMEHEeHUsM CO CMOPOHbl HEeP8HOU cucmemsl, npu nooospenuu Ha MHeA credyem codopams
buomamepuan 011 NPosedeHUss OUOXUMUYECKO20 MEeCMUPOBAHUS U 3ameM nepesecmiu nayueHma Ha
BCKApMIUBAHUE C HUSKUM cooepocanuem Oenka (MUHUMATbHBIL 0e30NacHblil  YposeHb benka
npeocmasnen 6 npunodiceHuu A3.4 mabauyvr Ne [-3) npu smom obecneuumsv O00CMAMOUHOE
KOIUYeCme0 KAloputl ¢ Uelblo NpedomepauieHus Kamaooausma (MUHUMATbHLIL —CYMOYHAS
KANoOpuiHOCmMb numanus npeocmasiena 6 npunodxceHuu A3.4 mabauya Ne 4). [[nsa oemeu nepsoco
NOMY200Usl HCUSHU NPUMEHAEMCA 2PYOHOe BCKAPMIAUBAHUE UL BCKAPMAUBAHUE OeMCKUMU MOJIOYHbIMU
cmecamu ¢ HU3SKum cooepaicanuem oenxa (1,2 -1,3 2/100 mn 6occmarnosiennoco npooykma), 0is oemei
cmapuie 6 mecayes - UCKIIOUeHUe BblCOKODENIKOBbIX NPOOYKMOS (MsCO, meopoe, pvlda) u3 payuoHa.
Buoxumuueckue mecmovl nposoodsimcs 6 meueHuu 3-7 OHel, a MONEKYIAPHO-2eHeMUYecKue
uccnedo8anuss mo2ym nompebosamov okono 2- 3 uedenv. Ilosmomy, HeobX00uMo umoodvl 6 3mom

nepuoo pebeHoK Haxo0UICs Ha HUBKODENKO8OU Oueme.

L PeKOMeHI[OBaHO MMOCJIC MOATBCPKACHUA AUArHO3a BCCM IIALIMCHTaAM C HBA OI'paHNYCHUC OeJka
HaTypaJdbHbIX MHUIICBBIX IPOAYKTOB C IECJIbIO CBCACHUS K H€O6XOI[I/IMOMy MHUHHUMYMY IIOCTYIIJICHUC
B OpraHn3M aMHUHOKHUCJIOTHI - HeﬁHI/IH C yucTOM MUHHUMAaJIbHOM CYTO‘—IHOﬁ HOTpe6HOCTI/I, C OCJIbIO

CHUIKEHHUS 00pa30BaHUsi TOKCUYHBIX MeTaboiuToB [31, 32].
YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommentapuu: [ 2 6erka cooepoycum npumepno 50-80 me neiiyuna u obecneuugaemcs 3a cuem
HU3KODENKOBbIX NPOOYKmMos8 (oeowjell, @GpyKmos, CReyualu3upo8aHHblX HUSKOOEIKO8bIX Kpyn U
npooOyKmos Ha ocHoge kpaxmana). Kosghguyuenm xoumsepcuu netiyuna npeocmasier 6 npuiodtceHuu
A3.5 mabauya Ne 2. Cnedyem npudeporcugamuvcs Quauoiouieckou nompebHocmu 6 Opyeux
AMUHOKUCIIOMAX U HeoOX0OUMbIX HYympueHmax OJisi NPeOynpelcoeHus Uux HedOCMamo4HOCmu u

nooodepoicanus anadonusma (Ilpunosicernue A3.4) [9].

benox, HeobxoOumblil 0151 0OCMUIICEHUSL PEKOMEHOYeMOU CYMOYHOU HOPMbl, COOMBemcmayouel
go3pacmy, 00NdiceH Dblmb obecneuer 3a cyem AMUHOKUCIOMHBIX CMecell, He COOepICAUUX TetiyuH.

s kaxcooeo nayuewma, Ouema  paccuUmMvléaemcs UHOUBUOVAIbHO. Y — nayueHmos ¢
peyuousupyowell  CUMNMOMAMUKOU, npu 0Ooliee 4acmvlx MU300ax OCKOMNEHCAYUU, MONCEMm
nompebosamvcsi 6oiee cmpozoe ocpanuyenue nocmynienus netuyurna . OOHako uz-3a 0codou ponu
NetYuHa, 3aKoHarueics 6 CIMUMYIUPOSAHUU CUHmesa OeKa, npu Cmpo2om 02PaHudeHuu l1eluyund,

BO3MONICHO pazsumue nobouHo20 3¢phghexma 6 sude nomepu MbIUEUHOU MACCHL U OP.
Cnedyem pasnomepno pacnpeoenims OeNKo8y0 Ha2py3Ky 6 medeHue OHsL.

B Ipunoscenuu A3.7 npeocmagiern cymoutwlil HAOOp npooyKmos 0Jisi 0emell 0OUKOIbHO20 803paAcma

C U308ANEPUAHOBOL ayudeMuell.

e [locne MNOATBCPKACHUS NHUATrHO3a, MAOUCHTAM C NBA PE€KOMEHIOBAHA KOMIICHCAIIUA I[e(l)I/IIII/ITa

Ociaka 3a CUET MCIIOJIb30BaHUS CIICHUAIIU3UPOBAHHBIX CMecell Ha OCHOBE aMHMHOKHUCIIOT 0e3



JEeHLIMHA C 1IeJIbI0 TOJIIepKaHusl HyTpUTUBHOTO craryca [31, 32, 39].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJbCTB — 4)

KommenTapuii: 6 nepsvie mecayvi owcusnu eOUHCMEEHHbIM UCMOYHUKOM HAMYPAIbHO20 OelKa
CILYHCAM CYEHCEHHOE HCEHCKOE MONOKO UL OemCKUue MOJLOYHble CMeCU, cooepicanue 0enkda 8 Komopuvlx
He OonxcHo npesviwams 1,2 -1,3 /100 mn eoccmanosnennoco npooykma. CyedcenHoe IHCeHCKoe
MOJIOKO UNU MONOYHYIO CMeCb COEOUHAIOM ¢ HeoOXOOUMbBIM KOMUUECBOM CHeYUAIUUpPOBaAHHO20
NPOOYKMA, Pa3ee0eHH020 KUNAYEHOU 000U UMY CHeyualbHOU 8000U O/l 0eMmCKO20 NUMAHus, npu
omom  obwuli  obvem  numawus — OONJCEH  COOMBEMCMBO8AMb  603pACMY  NAYUEHMA.

CneyuanuzupoarHulii NPOOYKm 000a6JsI0M 8 KadCOblLl npuem nuyu.

Opeanuzayus ouemomepanuu demell cmapuie 200a umeem ceou ocobennocmu. Konuwecmeo obujezo
benka paccuumoelgaemcs UHOUBUOYATLHO C YYEemOM 603pacma U MAaccvl mela pedeHKa 8
COOMBEMCMBUU C B803PACMHbIMU nompedHocmamu pebenka. llepexooums co cneyuanu3zupo8aHHou
AMUHOKUCTIOMHOU cMecu Ol Oemell nepeo2o 200a HCUZHU HA cMecCb Ol 0emell Cmapuie2o 803pacma
peKomeHOyemcs. nocmenenno, 6 meuenue 1-2 nedenv. Ilpodykm oaemcs Opobno 3-4 pasza 6 OeHv
demsam maaouwezo eospacma, 2-3 paza 6 0ewb — oemam cmapuieeo so3pacma. Cooeporcanue Hcupa 6
oueme 00NHCHO Oblmb 6 npedenax He menee 30-35% cymounoii kanopuiinocmu nuwu. I1aenviv
UCTMOYHUKOM  JICUPO8  SGISIOMCS  PA3IUYHble PACMUMENbHbIE U  CIUBOUHbIE MONIEeHble MAC/A.
Yeneeoonwiii komnonenm Ouemuvl KOMNEHCUpYyemcs 3a cuem o08oujel, (pyKkmos, coxos, caxapa, a
makoice Kpaxmanocooepacauwux npooykmos. Obduee Koauuecmso yaie80008 O00NNCHO 00ecnedusams

50-60% snepeemuueckoti yeHHocmu cymo4Ho20 payuona.
Heobxooumo obecneuenue nayuenma 0ocmamodyHvlM KOTUYECmMeoM HCUOKOCTIUL.

Bo uzbesxcanue paseumusl cuUnocjiuKemMuu HasHavaromcs dacnivle ()p05Hbl€ KOPMJIEHUA C UHMEPBAIIOM

medicoy npuemamu nuwu He obonee 2,5-3 u 6 OHegHoe 8pemsi u He bonee 4 4 HoubHo.

Kpumepuem s¢hgpexmusrnocmu ouemomepanuu AGIAOMCA NOJOHCUMENbHASL OUHAMUKA KAUHUYECKUX
CUMNIMOMO8, noKazamenel 20Meocmasza u OUOXUMUYECKUX MAPKePO8 MemaboIuieckux HapyuleHuil 6
KpOBU U MOYe, d UMEHHO CHUMCeHUe VPOBHs eliyuna 6 Kkposu (Hopma 50-160 mxmonv/n), cHudiceHue
cooepacanuss 3-2UOPOKCUUZ08ANEPUAHOBOLL KUCTOMbL (Hopma <2 mMmolb Ha I monb KpeamuHuHa) u
uzosanepunrenuyurna (Hopma <0,1 mmonv wa 1 monv xpeamununa) 6 moue. Kommponuposamo
aghghexmuenocmo nevenus ciedyem He pexce 1 paza 6 6 mecayes 0ns demeti 00 2004, Ol CMAPULUX

Oemeti — He pedice 1 paza 6 200 [9].

e PexoMeHI0BaHO OrpaHMYEHHOE MOTPEOICHHE AMUHOKUCIOTHI JICHIMH C Y4YE€TOM MUHUMAaJIbHOU

CYTOYHOI MOTPEOHOCTHU C LEIBbI0 CHUKEHHS 00pa30BaHusl TOKCUUHBIX MeTabonuToB [31, 32].
Yposenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 4)

KomMeHnTapuu: credyem  npudepoicusamocs — uzuonocuueckol  nompedHocmu 6 — Opyeux
AMUHOKUCTIOMAX U HeoOX0OUMbIX HympueHmax OJisi NPeOynpedcoeHuss ux HeooCMamoyHoCmu U

noooepxcanus anabonuzma (Ilpunoocenue A3.5) [9].



[Ipumensaiomes cneyuaiusuposanHvie npoOOYyKmvl, KOMopwvle 8 HACMOosUiee 8pemMs 3apecUcmpuposansl 6
P® u exnwouenvt 6 Ilepeuenv cneyuanu3upo8anHvlx NPOOYKMOS JeuebH020 numanus 0as Oemell-

uneanudos, coenacto Pacnopsoicenuro Ilpasumenvcmea Poccutickoi @edepayuu 11.12.2023 Ne 3551-p

B nauane newenusi u 6 nepuod memabonuyeckux Kpuzos 6 meuenue 24 — 48 uacos (ne 6onee!)
UCNONb308AMb MOALKO CHEYUATUUPOSannylo cmecb amunokuciom (Ilpunoocenue A3.6). Cnedyem

PABHOMEPHO pacnpedeisimsb OeNKO8YI0 HaA2PY3KY 6 meyeHue OHsL.

B Ipunoscenuu A3.7 npeocmasiern cymoutwlil HAOOp NPooyKmos 0Jisi 0emell 0OUKOIbHO20 803paAcma

C U308ANEPUAHOBOLL ayUOeMUell.

e PexoMeHa0BaHO BBOAUTH NPUKOPM MilaieHIIaM ¢ VIBA BBOOUTBH B TE€ K€ CPOKH, YTO U 310POBBIM

JIeTIM, B 4-5 MecCs1EeB, C LEIbI0 MO/IepKaHus aICKBaTHOTO HYTPUTUBHOTO cTaryca [32].
YpoBeHnsb yoeauteabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

KommenTapuu: [ 1asnoe omauyue — omcymcemaue 8 payuoHe 8biCOKODENKO8bIX NPOOYKMO8 NPUKOPMA
(msco, AlYyo, Meopo2, KUCIOMONOUHblE NPOOYKmbl U m.n.). B 3aeucumocmu om Hympumuenozo
cmamyca pebeHka u (YHKYUOHATbHO20 COCMOSIHUSL €20 JHCelyOOUHO-KUUEUHO20 MPAKMa 8 Kauecmeae
nepeo2o  NpPUKoOpMa  8vblOUparom  08OWHOe Niope Ul  HU3KOOeIKosble 0Oe3MONlouHble  Kaulu

NPOMbIULTERHO2O np0u360()cmea.

3.1.2 MeaukaMeHTO3HOE JIeYeHUe
o PexomengoBano namuentam ¢ VIBA Ha3HaueHue #1eBOKapHUTHHA U #TIUMIMHA™* TIPU OTCYTCTBHUH
MEIUIMHCKUX MPOTUBONOKA3aHUN JIJIl YCUIJIEHMSI CBS3BIBAHMSI TOKCUYHOTO M30BaJIEPUII-paIUKaIa,

KOPPEKIIMU BTOPUYHON KAPHUTUHOBOUM HegocTarouHocTu [4, 31, 41,60].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KommenTapum: C yenvlo ycunenus CA3bIBAHUS MemabonIumos JeuyuHa u JAUKeUOayul
KAPHUMUHOBOU HeOOCMAMOYHOCMU NAYUeHMAaM HA3Hayaiom Oonvuiue 003bl #iesokapnumuna. [lemu
ecex gospacmos noaydarom #iesoxaprumun uz pacuema 100 — 200 me/ke/cym nepopanvHo, 6 2-4
npuema, makcumanvno 3 2/cymxu [73]. Tepanus npoeooumcs nenpepvigno. B3pocivim nayueHmam

003a #nesokapuumuna cocmasnsiem: 20-100 me/xe/cym [27].

Henuyun** obnadoaem cnocobHoCcmvio 00pPA3068bLIBAM KOHBIO2AMbL C U308ANEPUAHOBOL KUCIOMOL C
obpaszosanuem uszosanrepuneiuyuna. Pexomendyemas ooza #Henuyuna™* 150-250 me/ke 6 cymku
nepopanvho. Y Oemeil cmapwezco 603pacma OHA 8 meyeHue ONUMENbHO20 BPEeMeHU MOHicem
cocmasnams 6 cpeonem 60 me/ke maccol, dxHcerameibHO No0 KOHMPOLeM YPOBHS 2IUYUHA 8 Na3Me

(yeneswvie 3nauenus 200—400 mxmonv)

B3pocnvim nayuenmam 003wl Henuyuna** 150-300 me/ke/cym, dcenamenbHo no0 KOHMPOLEM VPOBHSL

anuyuna 6 niasme (yenesvie suauernus 200—400 mxmons) [38]



» He pexkoMeHayeTcsl UCTIOIB30BaHNE MPEMAPATOB/MIPOAYKTOB, COJAEPKAIIUX OCH30MHYIO KHCIOTY U
e€ MpOM3BOJHBIC (THUIIEBas J100aBKa), CATUIMIOBON KHMCIOTHI M €€ MPOU3BOJHBIX B TOM YHCIIE,
aleTUIICATTUIIMIIOBON KUCIOTHI** B CBSI3U ¢ MX KOHKYPHUPYIOIIUM JCHCTBUEM C n3oBaiepmi-KoA 3a
KOHBIOTAIMIO TuiuHa [42, 43].

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

KommenTapmii: ciedyem oecpanuuumes npuem 6eH30UHOU KUCIOMbL U ee NPOU3BOOHLIX (Nuuyjesas
0obaska) u npenapamoe cpynnvi ATX NO2BA - camuyunosas xucioma u ee NpoOU3BOOHble,

KOHKYpUpyrouwiux ¢ u306dJl€puﬂ-KOA 3d KOHvr02ayuro eauyuHda.

bensotinasa xkucioma 6xooum 6 coCmag MHO2UX (OPYKMO8 U 5200, Cle008AMENbHO VEEIUUEHHOe
nompebnenue OaHHbLIX NPOOYKMOS8, BePOSIMHO, ucpaem poib 6 pazeumuu kpuzos. He cinedyem
UCNOIb3068AMb  NPOOYKMbL, 6 KOMOPbIX 6 Kawecmee Nuujesvlix 000a8oK  (KOHCep8aHmos)
npucymcmeytom oewnszounasn kucioma (E210) u eé npouszsoonwvie (E209, E211-E219) [42, 43].

o PexoMenngoBaHo mamueHtaMm ¢ MIBA mpu HAIMYUKM BUTAMUHOAC(HUIIMTHBIX COCTOSHUN TPUMEHATH
A11AA TlomuBuTaMuHBI B KOMOWHAIIMN ¢ MUHEPAJTLHBIMA BEIECTBAMHU B BO3PACTHBIX JO3UPOBKAX

c eueOHoM 1enpio [44].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeJIbCTB — 5)

KomMenTapuu: Bo uzbesxcanue nposoxkayuu 3nuienmudeckux npucmynos npenapamol epynnot ATX

NO6BX «/Ipyaue ncuxocmumynsamopul u HOOMPONHvlE NPENApamboly NPUMEHAIOM C OCIMOPOAICHOCBIO.

3.2 JleueHue B nepuog MeTA00JIMYECKOT0 KpU3a

Hpu yepose uiu 6 ciaydae paseunius memadonuuyeckoeo Kpusa JjedeHue OONIHCHO HAYUHAMbCS

He3amMeoIUmenbHo.

Jleuebnvle meponpusmus Hanpasiewvl HA NpekpaujeHue o0pa308anusi U HAKONIEHUS MOKCUUHBIX
OpP2AHUYeCKUX COeOUHeHUUl U B8blBe0eHUe UX U3 opeaHuzma. Takmuka nedeHus oemell 8 nepuood Kpusa
gKIIOUAem KOPpPeKyuio Ouemomepanuu, 6vl@edeHue HAKANIUBAIWUXCS Op2aHU4ecKux Kuciom,
KOpPEKYUio Memabdoauyeckoeo ayuoosa, 2UnepamMmoHuemMuu U 80O0HO-21eKMPOIUMHBIX HAPYULeHUL,

SHEPeeMU4ecKyI0 N0O0EPIHCKY U CHUINCEHUS UHIMEHCUBHOCMU npoyeccos Kamaboausma [45].

3.2.1 Iluerorepanusi B nepuoa MeTad0JIu4eCKOro Kpusa:
o PexoMeHgOBaHa SKCTpeHHasi TOCHHUTANIM3alMs MAalMEHTOB ¢ VIBA mpu yrpo3e wid B clydae
pa3BUTHSI META0OJIMYECKOIO Kpu3a C IEJbI0 HE3aMEJIMTENIbHOIO IPOBEIEHUS HMHTEHCUBHOU

TepaIuy U NPeJOTBPALLICHUS KU3HEYTPOXKAIOIINUX OCH0XKHEeHHi [31,61].
YpoBenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

KommenTapuu: gpaxmopul, cnocobnsie cnposoyuposams memadbonuieckutl Kpu3s:



* npuem nuuiesoblx Oenkos 6 Kojiuuecmee, npesvluilarouiem nojaepanniocms opeanusma nayuermada,
L He()oedanue, HU3Kas KCUZOpMZZHOCWlb pavyuona,

o UHMEPKYPPEHMHble PeCnUpamopuvie UIU HCelyOOUHO-KUuleuHble UHDEeKYUOHHble 3a001e8anus U

opyaue ¢hakxmopul, Komopwle NPOBOYUPYIOM Kamaboausm
o XUpypauueckue emMeuamenbcmad.

o PexoMengoBaHo BceM marmeHTam ¢ MIBA B neproa MeTaboIM4ecKoro Kpu3a MOJIHOE UCKITFOUECHHE
W3 MMATaHUS TMPOIYKTOB HA OCHOBE HATYPAJTBHOTO O€Ka M MEPEBECTH HA MUTAHUE MCKIIOYUTEIHHO
CMECBI0 aMHMHOKHUCJIOT Oe3 JielinuHa, HO He Oojiee yeM Ha 24-48 wyaca ¢ €TI0 CHUKEHHUS

o0pa3oBaHusi TOKCUYHBIX MeTa0b0IUTOB [61,62].
YpoBenb yoenuTeabHOCTH pekoMeHaaunii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5)

KommenTapuu: npu Hamuuuu cpvleusanuti, peomsl, OMKA3a o0m e0bl — KOpMIeHue uepes
HA302ACMPATbHLIN 30HO UIU 2acmpocmomy (yemanoska eacmpocmomst) [31]. Cobnrooams pescum

OPOOHBIX U YACMBIX KOPMACHUL C NPOMENCYMKAMU MeAHCOY KopMmaeHuasmu 2-3 yaca

o PexoMengoBano mamueHTaMm ¢ MIBA B meTabomnyueckoM Kpu3e 00ECTEUUTh BBICOKOKAJIOPUMHOE

MUTaHUSA C 1ENbI0 IPeIoTBpallleHus karadonusma [46, 61, 62].
Yposens yoeaureabHOCTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KommenTapuu: suepeoyennocms nuwu 4 6600UMOU HCUOKOCMU NOBBIUAIOM 34 CYEM UCHONb308AHUSL
pacmeopos 0excmpo3svl **, 210K030nOTUMEPHBIX PACMEOPO8 (MAbMOOEKCmMPUH) (3ape2ucmpuposan
KaxK nuwjeeas 000a6Ka) 6 OONONHeHUe K CMeCu HA OCHO8e AMUHOKUCIOM, pacyem npou3eo0umcs
ucxoos uz kanoputnocmu 1 2 yeneeoooeé = 4 kxan, 1 2 maremooekcmpuna npupasuueaemcs k 1 2

Y271€80008.

o PexoMennoBaHo yepe3 24-48 yaca mociie OTMEHBI HATYpaIbHOTO Oelka (TIepro; MeTaboIuIeCKOTO
Kpu3a) manueHtaMm ¢ MBA mocTeneHHO BBOAUTH MPOAYKTHI, COAEpIKAIINE HATypajbHBIA OENOK ¢

LEJBIO MPEIOTBpAleHHsI KaTabonu3ma U o0ecrieueHus He0OXOAUMBIMU HyTpueHTamu [61,62].
YpoBenb yoeaureabHocTu pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeILCTB — 5)

KommenTapuu: 6erku 6600amcs uz pacuema s HeobX00UM020 Cymouno2o ob6vema — 8 nepaulil OeHy,
Y - na 2-3-u oenv, ¥ - 3-4-1i Oensv, danee 6 nonHom obveme. Mcmounukom HamypaibHo2o 6enka 0
oemeti NepeviX ulecmu Mecsayed HCU3HU ABIAENCs MAMEPUHCKOe MONO0KO/0emcKas MOLOYHASL CMECh,
0151 0emell 8MOPO20 NOY2OOUsL HCUSHU — MAKIHCEe HUZKODENKO8ble NPOOYKMbL NPUKOpMA, OJisl Oemell
cmapuie 200a - HU3KODENKOGble Hamypavhvlie NPOOYKMul (Kpynvl, 060wy, (GpyKmol, pacmumenbHble

MaCJZCl) u cneyuaiusupoedarHovle HU3KOOENKoBble I’lpO()yKn’Ibl HA OCHOB€ Kpadxmauaoes,

3.2.2 MeaukaMeHTO3HAsl Tepanus B Mepruo MeTa00IMYeCKOro Kpus3a:
o PexoMeHI0BaHO MalMeHTaM C META0OIMYECKUM KpU30oM Ha QoHe VIBA yBeIHUUTH CYTOUHYIO 103y

#neBokapuutuHa 10 200-400 wmr/kr/cytku (B 3 mpuemMa) C IENbI0 YCHICHUS CBS3bIBAaHUS U



BBIBEICHUSI TOKCUYHBIX U30BaJICpUI-paJuKaoB [5, 46, 47, 71].
YpoBennb yoeaureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KommenrTapuu: npu memabonuueckom Kpuze, 6 cpeonem, HA3HAYAEMCs yeenudeHue NPUHUMAeMOll
0o3vl 6 2 pasza, yawe 0o 200 me/ke/cym. npeonoumumenvHo 6HympugeHHoe egedeHue npenapama. Ilpu
IMOM  MOJCEM NPOUCXOOUMb  YEeNUudeHue CO0epHCaAHUs C80O00H020 KAPHUMUHA 6 KpPOBU 6blule
HOPMANIbHBIX 3HAYEHUL, YMO paccmMampueaemcss Kak O1a2onpusammubslii (akmop u He CIYHCUm

ocHoBaHuem 0Jisl nepepuoiea niepanuu.

o PexoMeHI0BaHO MalMeHTaM C META0OIMYECKUM KpU30oM Ha GoHe VIBA yBeTHUUTH CYTOYHYIO 03y
#rmnuaa** o 200-250-600 mr/kr/cytku (3a 3-4 mpuema) C ILENIbl0 YCHUJICHHUS CBS3BIBAHUS U

BBIBEICHUSI TOKCUYHBIX M30BanepuiI-paaukaion [48,60,71].
YpoBenn yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: npu memabdonuueckom Kpuze, 6 cCpeOHeM, HA3ZHAYAEMCsl VeeludeHue NPUHUMAEMOll
003b1 6 2 paza, wawe 0o 200 me/xe/cym.

Bovicokue 0o3vi SAUYUHA npe()OH’ZGdeleWZ/CHMDfCCHOWl HakKonjieHue u30661]l€puaH06012 Kuciomisl 6
Kposu npu nocmynjieHuu Jlel/ull/ﬂ/ll-la, a makotce I’lpO()OJZDfClee./ZbHOCmb U masNcecmsv CUMNIMOMO6 60 6peEMAL

UHMEPKYPPEHMHbBIX 3a001e6aHULL.

YV nayuenmos ommeueno 00303a8ucumoe ysenuueHue 6vbl8e0eHUs U308ANEPULTUYUHA, NO KpatliHell
mepe, 8 00HOM coobueHuu ysenuuerue 003wl 2auyuna ¢ 300 0o 600 me / ke / Oenb 8eca mena npugeno K
CHUICEHUIO 8blEEOCHUSI U308ANEPUNTUYUHA, NPEONOTONCUMENLHO U3-3d UHSUOUPOBAHUSL 2NUYUHOM

enuyun-N-ayunazol [60].

IIpu ucnonv3zosanuu ykazamHou 0036l Henuyuna** nosviuienue e2o YpoGHs 6 KPOGU MAKdce He
Aensilemcs ocHoganuem 011 ommeHnvl npenapama. CHudiceHue 003bl HeoOX00UMO Npu NOSAGIeHUU
HeONazonpusamHo20 Agpgexma 6 guoe nosasieHUs remapauu U amaxcuu, 00ycil08/1eHHbIX YPEeIMEPHBIM
HAKONJIeHUeM 2IUYUHA, CHUICEHUeM OIKCKpeyuu U308alepuleiuyuna 6cleocmeue UHeuOUposanusl

anuyun-N-ayunasol.

L PeKOMeHI[OBaHa KOPPCKIHA MeTab0JIUIECKOro alna03a nmanmMceHTaM C MeTab0JINIeCKUM KpHU30M Ha

¢done MBA c 11€71b10 MUHUMHU3AIMH PUCKOB Pa3BUTHSI KPUTUUECKOTO COCTOSTHUS [45, 49].
Yposennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

KommenTapuu: ona xoppexkyuu memabonuueckozo ayudoza UCnoawb3yiomces pacmeopvl Hampus
euopokapobonama** (koo ATX — B05XA), #Kanus xnopuo+Hampus cuopoxkapoonam+Hampus xaopuo.
Hampus euoporxapbonam** npumensiemcs 6 euoe 8,4% u 4,2% pacmeopa o1 yoobcmea nepepaciuema
Ha mmonb NaHCO. Ez2o dosuposxka (Mmonw) onpedensiemcs no gopmyne: (-BE) x macca mena (ke) X
0,3. Kpome moeo, nayuenmam pexomeHOyemcs welouHoe numve — pacmeop coovl uz pacuema -1

yaunas noxcka Ha 200 mn 600vl, wenouHvle MUHEPATbHbLE 0ObL.



B 3asucumocmu om msowcecmu cocmosnus kadxcovie 60-12 uacos KOHmpoauposams noxkazameinu

KUCTIONTHO-OCHOBHO20 COCMOARUA KPOBU, YPOBHA HAMPUA U KAJIUA 6 KPOBU.

o PexoMeHgoBaHa KOPPEKIMs TUIIOBOJIEMHUH MAIIMEHTAM C METa00IM4YeCKUM Kpu3oM Ha pone UBA c

LEJbI0 MUHUMM3ALUHA PUCKOB PAa3BUTUS KPUTHUECKOTO COCTOSIHUSA [71].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KomMmenTapuu: moeym npumenamoci Hampus nakmama  pacmeop  crnodxcHuiti  [Kanus
xnopuo+Kanvyusa xnopuo+Hampus xnopuo+Hampus nakmam]**, unu nampus xaopuo™* 0,9% us3

pacuema 10 mn/ke (maxcumanvro — 0o 500 mn)[71], ¢ nepuoouueckoti nepeoyeHKol coCMosHUSL.

o PexoMeHI0BaHO TAlIMEHTaM ¢ METa0OJIUYECKUM Kpu3oM Ha (oHe VIBA BHYTPHUBEHHOE BBEIICHUE
pacTBopa AEKCTPO3bI™* Mo KOHTPOJIEM €€ YPOBHS B KPOBU MPHU PA3BUTUH META0OINUECKOTO KPHU3a,
a TakKe pPACTBOPOB JUIsl MAPEHTEPAIBHOTO MUTAHUS M HHCYIMHA W ero aHainoroB (A10A) mpu
HEOOXOIMMOCTH, C IIENbI0 BOCIIOJHEHHUS DHEPIeTHUYCCKUX IMOTPEOHOCTEH M MPEeJOTBpAIICHUS

pa3BUTHSI HEBPOJIOTHUECKUX Hapylenuit [28, 29, 30, 45, 46, 49,61, 71].
YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: Buympusennoe esedenue pacmeopa oexcmposol™* (10%) (emecme co cmanoapmmo
NPUMEHSIeMbIMU PACMBOPAMU INEKMPOTUNMOB) U3 paAcuema. HOBOpodcOeHHble U Oemu 00 2 iem Sme/xe/
mun (5 ma/ke/u), om 2 0o 4 nem 7 me/ke/mun (4,2ma/xe/u), 4-14 nem 6 me/ke/mun (3,5mn/ke/u), cmapute
14 nem — 4me/ke/mun (2,5 ma/ke/u) [71]. Ilpu cuudicenuu enroko3vt Hudxce 2,5 MMOIb/1 8 Kposu
HeobXo00UMO 8HYmMpuUseHHoe cmpylinoe 8eedenue He menee 10%-0excmposvl™™* uz pacuema 2-3 ma/xe,

oanee nepexooam Ha HympuseHHoe KaneivHoe ésedenue 10% oexcmposvl** .

C yenvlo obecneuenus 00CMamMoyHOU KalI0PUHOCMU U NPe0OMBEPAueHUs Ype3MePHOL 2UOPamayuu u
2eMOOUNIOYUU, BOZMOIICHO 86€0eHUe PACMBOPO8 OJisi NAPEHMEPAIbHO20 NUMAHUS - TUNUO08 (HCUPOBble
amyIbcuu 0Jisl napenmepanvHozo numanua®*) oo 2 e/xe/cymxu (0,4 ma/ke/uac (22/ke/cym) 20% p-pa

oemam 0-24 mec, ¢ 2 nem u e3pocavim — 0,3 ma/ke/uac (1,52/ke/cym))

Heomnooicnyto e6nympueennyio mepanuto ciedyem HAYUHAMb KAK MOJCHO paHvuie npu 0Oonee
MAICENbIX COCMOAHUAX, C BbICOKOU MeMNnepamypou, NoGMoOpAIOWeUcs peomou Ul MANCETbIM

cacmpos3rRmepuniom.

Pacmeopwl ona enympusennvix ungysuii, codepxcawue 10% oexcmposzy** (unu 6onee) credyem
UCNONb308aMb 0adice NPU HOPMATLHOM YPOGHe 2NoKo3bl 6 Kposu. Eciu y nayuenma passusaemcs
3HAUUMENbHAS 2unepeiuKemMus (Hanpumep, YpPoBeHb 2I0K03bl 6 Kposu oOoavuwe 250 me/on) c
2NOKO3ypuetl U UMEIOMCs NPUSHAKU MemaboIuieckol O0eKoMneHcayuu, mo ciedyem paccmompens
B03MOJICHOCIbL  HAYANA UH@Y3UU UHCYIUHA  (HuHCynun pacmeopumbviil  (4enoseueckull 2eHHO-
uHdiceHepuwill)  **)  emecmo  cHudicenus  ckopocmu  uH@y3uu  Oekcmposwvl**, — cnocobcmeys
anabonuueckomy cocmoaunuro. Hauanvnas o0osza Ona  uu@ysuu  HuHcyiuHa  pacmeopumozco
(wenoseueckoco 2enHo-uHdicenepno2o)** cocmasnsiem 0,01 ME/ke/mun [45]. Vposenv uncynuna

credyem mumposams, Ymoobl NOOOEPIHCUBANb YPOBeHb 21I0K03bl 8 Kposu medxcoy 100 u 150 me/on.



Cnedyem ommemums, umo un@y3us 6oiee KOHYeHMpPUpPoBaHHo20 pacmeopa dekcmposzvl ** (15-25%)
npu 0Oonee HU3KOU CKOPOCMU UH@Y3UU NOCPEOCMBOM YEHMPAIbHO20 —Kamemepa MONCem
nompebosamvbcsi npu HedOCmMamounou cepoeunou Gyuxkyuu. Kpome moeo, cinedyem cobnrrodame
OCMOPONCHOCMb NPU NPEKPAUeHUU GHYMPUBEHHOU UHQDY3UU - HE0OX00UMO MEeOJIeHHO CHUNCAMDb

CKopocmb, umooblL U30eAHCAMb COCMOSIHUSA peaKmueﬂoﬁ cUunociauKemuu.

e PexomenmgoBano namnveHtam ¢ MBA qomoJIHUTEIbHAS MEAUKAMEHTO3HAsl KOPPEKIUS MPU YPOBHE
amMmMmuaka B KpoBH Bbime 100-200 MKMOIB/T (1 1eTe W B3pOCHbIX) M Bbime 150 MKMOmb (s

HOBOPOXJICHHBIX ) C LIETBIO BBIBEJCHUS U30BITOYHOTO KOJIMYECTBA JaHHOTO MeTadonuTa [45,61, 71].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5)
KommenTapum:
npenapamol, CnOCOOCMBEYIoWUe INUMUHAYUU AMMOHUSL:

Kapenymoeas KUCI0ma nepopanvHo uiu yepes Hazozacmpanvhusiiiti 3010 100 me/ke 6eca pazoso, 3amem

— € nocmeneHubiM nosuvluteHuem 003vt 00 250 me/ke/cym (8 cpeonem, 50 me/ke/6 uacos) [71].
UIU, NPU HEBOZMONCHOCIMU NPUMEHEHUST KAP2TYMOBOU KUCLIOMbL.

benzoam wampus (8 Hacmoswee 8peMs 3apecUcCmposan Kak OU0I02U4ecKU aKmueHas 000asKa),

nepopanvro u3z pacwema 250 me/ke/cym (maxcumanvHo 00 6 ¢ 6 meyenue 2 yacoszamem 250 me/ke/24
yaca (makc. 12 2/24 uaca) [45, 69, 70, 71].

B 3asucumocmu om msorcecmu cocmosinus kasicovie 6-12 uacos KoHmpoJaupoeanb ypoO6eHb AMMUAKA 6

KpO8LU.

o PexomeHa0BaHO mamyeHTaM ¢ MeTaboIMYecKuM Kpu3oMm Ha (one MBA mpoBegeHHE KOHTPOJS
nokaszaresneil o0mero (KJIMHUYECKOTO) aHajin3a KpPOBU pa3BepHYTOro, obiiero Oenka, anbOyMuHa,
[JIIOKO3bI, JKeJe3a, JeWluHa, DIHIMHA, HW30BaJIepUIKapHUTUHA U CBOOOAHOTO KAapHUTHHA,
napameTpbl KUCIOTHO-OCHOBHOTO cOoCcTosiHUS kpoBu (KoMiuiekcHoe onpesiesienne KOHIIEHTPAIK Ha
AMUHOKHMCJIOTBI M AI[WJIKAPHUTUHBI B KPOBU METOJAOM TaHJIEMHOM MacC-CHEKTPOMETPHH,
KommiekcHoe onpezienienne coiepkaHusi OpraHM4eCKUX KUCIOT B MOY€ METOJIOM TaHJIEMHOM Macc-
cnexktpoMmeTpuu, MccnenoBanue ypoBHs Bonopoanbix noHoB (pH) kpoBu, MccienoBanue ypoBHS
Oy(epHBIX BEIIECTB B KPOBH, FIEKTPOIUTOB KPOBH (HATPH, KaIHii, XJI0p), COACpKAaHNE aMMHaKa B
KpoBH, lccienoBaHue ypOBHS MOJIOYHOW KHUCIOTBI B KpOBM (JIakTaTra), IVIIOKO3bl B KpOBH,
Kommieke uccrnenoBaHuil A AMArHOCTUKH KeyNe304e(DUIMTHON aHEeMHUU (JKEJIe30 ChIBOPOTKU
KpOBH, (EpPpUTHH, >KENE30CBI3bIBAIONICH CHOCOOHOCTH CBHIBOPOTKH), MccienoBanue ypoBHS

o0Ormrero 6enka B KpoBH, MccnenoBanue ypoBHs anpOymuHa B KpoBH) [4, 19, 29, 30].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 4)

KommenTapuu: 6 npoyecce komniekcHoeo Jaedenusi Npogoosam Onpeoenenue Ccooepiucamus 3-
2UOPOKCUUZ08ANIEPUAHOBOT  KUCIOMbL U U308anepunreiuyuna 6 mode. Kpamnocmv npoeedenus

dHaauzoe sasucum om  COCMOSAHUA p€6€HK(1, HO 6 nepuod MHd)eKI/[Z/lOHHle 3(160]1660%!1/!12,



MemadonuuecKko2o Kpusa onpeoeienue AMUHOKUCION U KAPHUMUHO8 0Cyuecmeisiom e pedxce 1 pasza
6 7-10 Owmetl, uccredosanue KUCIOMHO-OCHOBHO20 COCMOSIHUS — ENCEOHEeBHO 00 CmaduIu3ayuu
noxkazamenetl. Ypoeuu amuHOKUCIOM 6 KpOS8U HA (hOHe JieueHusi OONHCHbI Oblmb NPUOTUNCEHbL K
pegepercHbiM  803pacmubiM  3HaueHusm. llokazamenv  enuyuna modcem  OblMb  YMEPEHHO

NnO6bIUUEHHBIM.

CHudiceHue yposHs 2eMo2nobuna, Jcenesd, obujeco beika, arbOyMuHa U AMUHOKUCIOM YKA3bleaem Ha
He0oCMamo4HOCMb HYMPUMUBHOU NOOOEPAHCKU. YMeHbuleHUue cooepicanus c80O00H020 KAPHUMUHA,
2NI0KO3bl, MeHOeHYuss K cHudicenuto pH kposu, Odepuyumy ochosanuil, Hapacmauue coOepiICaHus
U308ANEPUNIKAPHUMUHA 8 KPOBU, MOYEBOU IKCKpeyuu 3-eUOpOKCUU308AIEPUAHOBOU  KUCLOMDL,
U308ANEPUNCTIUYUHA, 3-2UOPOKCUMACTAHOU KUCIOMbL — HeDIa2onpusmmusie 1a00pamopHvle NPU3HAKU,

ceudemeﬂbcmeymu;ue O Hadajule paseumus Memabonuyecko2o Kpusa.

o PexoMeHI0BAaHO OCYLIECTBIATH KOHTPOJIb HYTPUTHBHOIO CTaryca C KOPPEKUMEW [HUEThl B
3aBUCUMOCTH OT COCTOSHUSI TAIlMeHTa M €ro TOJEPAaHTHOCTH K OENKYy C IENbI0 YCTPaHCHHS

karabonusma [4, 9, 32].
YpoBensb yoeaureabHocTu pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 5)

KommenTapuu: xommpons ¢haxmuueckoco numanus (XUMUHECKO20 COCMABA pPAYUoOHa) Oiis
npeoynpesicoeHuss pazeumus 0e@uUYUMHbIX COCMOSHULL NpPo80Osm V NAYUEHMO8 8 nepuoo
MemadoIuueckoeo Kpusza — eiceOHesHo, y oemell nepeoco 200d HCU3Hu - He pedce 1 pasa 6 mecsy, y

nayuenmog cmapuie 1 cooa— 1 pas 6 3 mecaya.

3.3 UHoe JicueHue

o PexoMeHI0BaHO /I MAIMEHTOB B COCTOSHUU OCTPOTO METaOOIMYECKOTO KpU3a, IPU OTCYTCTBUH
OBICTPOI TMOJOKUTEILHON PEeaKMy HAa MHTEHCUBHYIO TEPAIUIO, COXPAHSIOMIEMCS KETOAlUa03€e U
TUNepaMMOHUEMUH, C LEeNbl0 Oonee 3(PQPEKTUBHOIO BBIBEICHUS TOKCHUYHBIX METa0OJIUTOB

MPOBEACHUE NIEPUTOHEATLHOTO AUAIN3a UM remoauanusa [49, 55].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJbCTB — 5)

KOMMeHTapHI/I: Pewenue npurHumaemcs KoiiecudjilbHO KOHCUJIUYMOomM 6paqeﬁ cneyuanucmos.



4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NMPUPOIHBIX
Je4eOHbIX (PAKTOPOB

e PexoMeHI0BaHO TPOBENCHUE ICUXOJIOTHUYECKON MOAJEPKKUH U OOyUEHHUS POIUTENCH/3aKOHHBIX
MPEICTaBUTEINCH/TIAlIUeHTOB MPaBUIaM OpPraHU3aIi MTOMOIIN U TUETOTePANui B MEXKIPUCTYTHBIN
NEPUO U B MEPUOJ YTPO3bl METAOOIMYECKOTO KPU3a C LEIbI0O MUHUMU3ALMN PUCKOB OCIOXKHEHUN

Y OKa3aHUsI CBOEBPEMEHHOMW oMot [39].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KommenTapuii: pooumenu/3axonnsie npeocmagumenu/nayuenmol O0JINCHbL ObIMb UHGOPMUPOBAHBL O
xapaxmepe u msdxcecmu 3a0071€8aHUs, NOCIEOCMBUAX NPU HEGbINOIHEHUU 8PAYEOHbIX HA3HAYeHul. Y
pooumeneii/3aKoHHbIX Npeocmagumenei/nayuenmos 6ce20d OONNCHA OblMb NAMAMKA C YKA3AHUEM

HEeOMI0ACHBIX MEPONPUAMULL 8 NEPUOO Y2PO3bl U PA3BUMUL MeMadONUYecKo20 KPU3d.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 IIpoduiakruka

B Poccutickoti @edepayuu npo8ooumcs HeOHamaabHulll CKPUHUHR.

o Pexomenayercsi mpueM (OCMOTp, KOHCYJIbTAllMs) TMEPBUYHBIM M TOBTOPHBIM Bpada-reHETHKA
CEMbSIM TIOCJIE YCTAHOBIICHUS JMAarHo3a nanueHtaMm ¢ MBA ¢ 1elblo pa3bsiCHEHUI T€HETUYECKOTO

pHcKa, 00CYKIEHHsI BO3MOXKHOCTEH NMpeHaTaaIbHON U MPEeUMIUIaHTAllMOHHON TMarHOCTUKH [66].
YpoBenb yoeauteabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 5)

o PexoMeHnayercsi oOcienoBaHUE POAMUTENCH MalMEHTa C I1EJbI0 BBISBICHUS T'€TEPO3UTOTHOTO
HOCUTEIILCTBA PAHEE BBISBICHHBIX MYTallMd C MOCIEAYIOIIUM HCIIOJIb30BAHUEM PE3YJIBTATOB
oOcrmeoBaHUs TPH  TPOBEACHUU TPEHATAIBHOW JWAarHOCTHMKA U TPEUMIIaHTAIIMOHHOU

JMAarHOCTUKH [66].
YpoBensb yoeaureabHocTu pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeILCTB — 5)

KommenTapmii: [ enemuueckuti puck noemopHno2o podcoenusi pebenka ¢ MeA 6 cemve cocmasnsem
25%.

« Pexomenayercs npoBenenue odcnenoBanus Ha BA neTsiM 1000ro Bo3pacTa U3 ceMei, UMeroIux
MAlMEHTOB C JaHHBIM 3a0o0JjieBaHUEM (B MEPBYIO O4Yepeqb, OpaTbsi U CECTPhl MALMEHTA) C LENbI0
uckiarodeHust UBA [17].

YpoBeHb yOeAUTEJIBbHOCTH A0KA3aTeNbCTB — C, YPOBEHBb J0CTOBEPHOCTH A0KA3aTENbCTB- S.

o PexomeHnayercsi ¢ 1enp0 MPOPHUIAKTUKY Pa3BUTHS META0OIUYECKUX KPU30B MH(GOPMHUPOBAHUE
poauTeneil (WM 3aKOHHBIX TpeacTaBUTeNei) mamueHta ¢ VBA o xapakrepe 3abosieBaHus,

MPOBOIUPYIOIMIKMX (PaKTOpax M MPEABECTHUKAX KPH3a, BOSMOXKHBIX €r0 MOCIEACTBHUSAX.
YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o Pexomenayercss maunveHtam ¢ VIBA npoBoguTh MpOHUIAKTHUYECKYIO BaKIMHALMIO IO
HAIlMOHAJIbHOMY KaJ€HJIApI0 NPUBUBOK, BKIIKOYAS BAKIMHALMIO MPOTHB TPUININA U POTABUpPYycCaA, C
coOI0IEHNEM Mep MPEJOCTOPOKHOCTH, B TOM UUCIIE, HA OHE CTPOTOrO BHIIOJIHEHHUS JUETUUECKUX
U JIe4eOHbIX HAa3HAYEHUH C 1eNbl0 (POPMUPOBAHMS UMMYHHOM 3alIUThl OpraHu3Ma OT UHPEKUUNd 1

MPEIOTBPAILICHUS Pa3BUTHsI MeTaboIMuecKux Kpu3oB [61].

YpoBensb yoeauteabHocTu pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)



KOMMeHTapl/lI/IZ BAKYUHAYUIO 148]260006pa3H0 I’lpO@O@Mf’l’lb cneyuarucmamu, uUmMerowumMu  onvlm
pa60mbl c nayuehmamu C memabonuyeckumu 60JZ€3HﬂMu, unu  noo  ux KormpoiJiem. B
nocmeakyuHajibHOM nepuode Cﬂedyem npucmailbHo HaOmooams  3a npueunvimu ¢ nNoenNOpPHLIM
usmepernuem memnepamypsl meaa, 4mo HEe0OX00UMO Ol He3aMeOIUMeNbHO20 HA3HAYECHUS

JoHcapononudcarowel. mepanuu npu ouazHocmuposanuu auxopaoxu >38,0°C, (napayemamon™* unu,

ubynpogen™*).

5.2 IlucnnancepHoe HAOJIKOAeHHE

llocne svinucku u3 cmayuowapa (npu pauuelu uiu HeEOHAMANbHOU Gopme ¢ O0eblomom 8 euode
Memabonuyecko2o Kpusa) pebeHoK O0JNHCeH HAX00UmMbCs HA dmane amoyiamopHO-nOJUKIUHULECKO20
HAON00eHUs Y 8pada-neouampa, 8pada-Hespooad, spaia-eeHemuxa, epada-ouemonoaa. Ilayuenmoi ¢
CUMNMOMAMUYECKOU SNUNLEncuell Hyscoaromes 6 Habrooenuu epaya-nesponoza. Kowucyromayuu

dpyzux cneyuanucnos HasHavarwmces no NOKAa3aHusAM.

o Pexomenayercsi manueHnTam ¢ MBA perymsipHOe TPOBENCHHE TaHIEMHOW MacC-CIIEKTPOMETPHH,
JUISl ONIpENEICHUsl COAepKaHUsl B IUIa3M€ KPOBHU WJIM BBICYLICHHOM MSITHE KPOBM aMHUHOKHUCIIOT
(KommiiekcHoe ormpeseneHne KOHIIEHTPAllMd Ha aMHHOKHCIOTHl W AlUWJIKAPHUTHHBI B KPOBU
METOIOM TaHJEMHON MAacCC-CIIEKTPOMETPHUH) C II€JbI0 KOHTPOJIS COCTOSHUS TAaIMeHTa |

CBOEBPEMEHHOU KOoppeKuu Tepanuu [31].
Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

KommenTapuu: Kpamuocms nposedenus ananuzos onpedensiemcs cocmosnuem pebdenxa. OObluno
OamnHvle ucciedosanus nayuenmam ¢ MeA nposoosamces ¢ wacmomoii: Kasxcovie 6 mecsyes nayuenmam
0o 6 nem, Kadcovle 6-12 mecayes nayuenmam cmapuie 6 nem. Ho 6 nepuoo ungexyuoHHvlx
3abonesanutl, npu yeposze memabdonuyeckozo kKpusza — He pexce 1 pasa 6 7-10 Owneu uwacmoma
uUccned06anull 8 OUHAMUKe 3agucum om eospacma. wawe y oemetl 00 1 2o0a (edxcemecsauno) u demeii

paHHeco U OOUIKOTIbHO20 eozpacma.

° PeKOMeH)]yeTCﬂ KOMIIJICKCHOC  OIPCACIICHUEC KOHICHTPAIUU OpPraHn4YeCKuXx  KHCJIOT
(I/IBOBEUIepI/IaHOBaH, 3-I‘H,HpOKCI/II/IBOBaJIepI/IaHOBaSI KHCJIOTa, 4—I‘I/I,Hp0KCI/II/I30BaJIepI/IaHOBaSI KHCJIOTa,
I/ISOBaHepI/IHFJII/II_II/IH) C MOCJIbIKO KOHTPOJIA COCTOAHMA ITallMCHTA M CBOGBpCMGHHOfI KOPPCKIMHN

tepanuu [31].
Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

KommenTapuu: /Hccneoosanue yposHs u308anepuikapHuUmMuHa 6 Kposu U NOYEeUYHOU IKCKpeyuu
OpeaHu4ecKux  Kuciom  (U308a1epuanosas, 3-2U0poKcuU308a1Iepuanos8as — Kucioma, 4-
2UOPOKCUUZ08ANIEPUAHOB8ASL  KUCIOMA,  U308ANEPUNIUYUH)  NPOBOOSIMCA  NO  UHOUBUOYATbHBIM

NOKA3AHUSAM 8 3A8UCUMOCIU OM KAUHUYeckou cumyayuu [31].

Kpamnocmu nposedenus ananuzos onpeoensiemcs cocmosanuem pebenka (6 cpeonem — 1 paz 6 200).



o PexomengoBano BceM manueHtam ¢ VBA, B JIuHAMUKEe TpU TEpanmuu Kpuza MPOBECTH
UCCIIeZIOBaHNE KUCIOTHO-OCHOBHOTO cOCTOsTHUS 1Uisi onieHKH ypoBHs pH (MccrnenoBanue ypoBHs
Boopoanbix HOHOB (pH) kpoBu, HccrnenoBanme ypoBHS Oy]epHbIX BEIIECTB B KPOBH)
AIIEKTPOJINTOB KPOBHU (HATPUM, Kalui, XJOp) AJIA TUATHOCTHKKA W KOHTPOJIS METabOIMYeCcKOTO
alyI03a, MCCIeJ0BaHUE YPOBHS aMMHaKa B KPOBH, MCCIIEJOBAHUE YPOBHS MOJOYHON KHUCIIOTHI B
KpOBH (JIaKTaTa), IIIOKO3bl B KPOBU, OOHApYKEHHE KETOHOBBIX TE€JI B MOYE€ UM B KPOBU C IIEJIbIO

CBOEBPEMEHHOU KOoppeKuu Tepanuu [26, 28, 29, 30].
YpoBensb yoeauteabHocTn pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 4)

KomMmenTapuii: ucciedosanuss nposoosamcsi 6 npoyecce OUHAMUYECKO20 HAOMOOEHUs, uYacmoma
onpeoensemcs uHOUBUOyaivHo, 8 cpeonem 1 pas 6 6-12 mecayes. B nepuoo memabonuuecrkoeo kpusa

EIHCEOHEBHO.

o [Tammentam ¢ HBA pekoMeHIOBaHO TIPOBEACHUE OOIMMIEro (KIMHUYECKOTO) aHaln3a KPOBH
pa3BepHYTOr0  C  I[EIbI0  KOMIUIGKCHOHM  JIUarHOCTHUKMA  TaHIIUTOIICHUHU/HEUTPOTICHUH/
TpombonuTonennu [4, 26, 29].

YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KommenTapmii: ucciedosanue npogooumcsa npu ouazHocmuke u 6 npoyecce OUHAMUYECKO20

HAOMI00EeHUs, Yacmoma onpeoensemcs UHOUsUdyaibho. B cpeonem 1 pas 6 12 mecsayes.

e Pexomenayercs mpoBe/ieHHE OMOXMMHUYECKOTO aHaIM3a KPOBHU OOIIETepaneBTUUYECKOro (IIIH0KO03a,
oOmuii Oenmok, OenkoBbIe (paknuu (MCCIEIOBaHHE YPOBHS albOyMHHAa B KPOBH, OIPEACICHHUE
aIbOYMUH/TII00YIMHOBOTO COOTHOILIEHUSI B KPOBHU), OOIINHM, CBSI3aHHBIA U CBOOOAHBIN OUIHMPYyOUH
XOJIECTEpUH, TPUNIULEPUAbI, JMIONPOTEUIbl HHU3KOM M BBICOKOW IJIOTHOCTU (UCCIEIOBaHUE
YPOBHSI JIUIIOMPOTEMHOB B KpOBM), ImenoyHas ¢ocdaraza, ramma-nroTamuwiTpancdepasa,
KpeaTHHUH, MOuYeBHMHa, anaHuHamuHoTpaHchepaza (AJIT), acmapraramunorpancdepaza (ACT),
NMaHKpeaTu4ecKas amuiasa, JMMa3a, KalblUid OOMMA W WOHWU3UPOBAHHBIM, HATPUH, Kalui,
Heopranuveckuii Qocdop, xeme3o u ¢eppurud, C-Pb) namumentam c¢ HWMBA 11 oOLeHKH
(YHKIIMOHAIBHOTO COCTOSIHUSI BHYTPEHHUX OpPTaHOB, HAJW4Msl MH(MEKIMOHHBIX OCIOKHEHUH W

HYTPUTHUBHOIO CTaTyca nauueHTa [24, 32].
YpoBeHb y0eAnTeJIbHOCTH 10Ka3aTeIbCTB — C, ypOBeHb JOCTOBEPHOCTH 10Ka3aTelbCTB- 5.

Kommentapuu: Kpamunocme npogedenusi ananuzoe onpeoensiemcs cocmosnuem pebenka. OObiuHO
oamnHvle uccnedosanus nayuenmam ¢ MeA npoeoosamcs ¢ wacmomou: Kaxcovie 6 mecsyee nayuenmam
0o 6 nem, Kadcovle 6-12 mecayes nayuenmam cmapuie 6 nem. Ho 6 nepuoo ungexyuorHvlx

3abonesanutl, npu yepoze memabonruuecko2o Kpusza — ne pedice 1 paza 6 7-10 oueil.

o Pexomenayercs nposeneHue snekrposnuedanorpaguu (331) nmauventam ¢ UBA mnpu Hamuuuu

HEBPOJIOTUYECKON CUMITOMATHKH JJIS BBISABICHUS SMUICHTH(POPMHON aKTUBHOCTH [59].

Yposenn yoeaureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)



KommenTapuu: ¢ mow uucne 391" ¢ sudeomonumopuneom. Ilpu omcymcemeuu npucmynos-me peice 1

pasa e 200, npu Haaiuduu snuienmudeCKux npucniynoes - no nOKa3saHusim

e [Ipy HanWUMU KIMHUYECKUX IPU3HAKOB/KaI00, XapaKTEPHBIX IS TOPAXKCHUS CEPIACUHO-
COCYIIUCTOM CHCTeMBbI mamueHTam ¢ VBA MoxeT ObITh PeKOMEHA0BAHA PETHUCTpaIUs
anekTpokapauorpammel (IDKT), sxokapauorpadus (OxoKI') ¢ 11e1p10 HCKIIFOUeHUS/TIOATBEPKICHUS

MaTOJIOTUH CEPACUHO-COCYAUCTOMN cucTemsl [36].
YpoBeHnsb yoeaureabHocTn pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 3)

KommenTapuii: npu memabonruueckux HapyuwieHUsx co CmMOpPOHbl CepOedHO-COCYOUCMOU CUCTEMbl

MO2ym HAON0O0AMbCsL KapOUOMUONAMUSL, HAPYULeHUs: cepoeurnoco pumma. B cpeonem 1 pasz 6 200.

e [lamuentam ¢ MBA mpu HaJIMYMU KIMHUYECKUX MPU3HAKOB/5Kall00, XapaKTePHBIX NI MOPaKEHUs
MOJDKETYIOYHON KeJie3bl, MOXKET ObITh PeKOMEHI0BAHO YIIbTPa3ByKOBOE HCCIIEIOBaHHE OPraHOB
OprolmHONM  MoNOCTH  (KOMIUIEKCHOE) € LETbI0  HMCKIIIOYCHHS/TIOATBEPIKICHUSI  TTOPAYKCHHUSI

MOKeIy10uHOM *keneswl [11, 12, 13].
YpoBennb yoenureabHOCcTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)
KommenTapuii: B cpeonem 1 pas 6 200.

e [lo mokazanusM (IpH HAIUYUHM KIMHUYECKHX MPU3HAKOB aTpouH 3pUTEIHLHOTO HEepBa/kKanod Ha
HapyuIeHus 3peHusi) nanueHtaM ¢ IBA pexkoMeHgoBaHa 0TaIbMOCKOMUS C LIEJbIO UCKIIIOUEHUs/

MTOATBEPIKICHHS/TUHAMHYECKOTO KOHTPOJISI arpoduu 3puTebHOTO HepBa [3, 37, 65].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)

o PexomeHnayercss yyacTue B BEICHUU MAalMEHTOB ¢ MBA MyJIbTUAUCHUIUIMHAPHOW KOMAHJIbI
CIEIUAIMUCTOB B BUJIY TOTO, UYTO 3a00JIEBAHUE XapaKTEPU3YyeTCs MOPAKEHUEM MHOTHX OpPraHOB U
cUCTeM, TpeOyeT KOMIUIEKCHOW Tepanuu, 4YTO JUKTYET HEOOXOAMMOCTh COBMECTHOTO BEIICHMS

MaIKreHTa CIEeIUaInCTaMu pa3HbIX mpodwteit [27, 65].
Yposenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)
KommenTapum:

Bcem nayuenmam ¢ MeA nposoodamcs npuemvl (ocmompubl) 6pava-neouampa/spada-mepanesma/8pavd
obweli npakmuku  (cemeliHO20  8paya)/8paia-HeoHamonoca  (nepeuuHvle U  HOBMOpPHbIE) 8
OUHAMUYECKOM HAOTI0OEHUU C Yelblo OYeHKU 00ue20 COCMOSIHUSA, NPO8eOeHUsl mepanuu, y4acmus 8

HA3HAYeHUUu u npoee@eﬁuu ﬂ€q€6H0-p€a6MJZumal/;uOHHblx Meponpuﬂmuii.

Bcem nayuenmam ¢ HeA npogooamcs npuemvl (0OCMOMPbBI, KOHCYIbMAYUU) BDPAYA-HEBPONLOSA
(nepguunvie u noeémophvie) 01 ymounenus msaxcecmu nopadxcenus [JHC u onpedenenus maxmuxu

neyebHo-peabunumayuoHuvix meponpusmuti [3, 4, 5, 9,15, 39].



Bcem nayuenmam ¢ HeA npoeoosimcs npuemvl (0CMOMPbL, KOHCYIbMAYUU) 6paud-ouemonod
(nepsuuHble U NOBMOPHBLE) UNU 8PAYA- 2EHEMUKA 0151 HAZHAYEHUSI NAMO2EHEeMUYeCcKol Ouemomepanuu
u oanee npu HeOOXOOUMOCMU C Yelblo KOPPeKyuu Ouemomepanuy Ouemomepanu, OCyuecmeieHusl
KOHmpons 3a eé coontodenuem. B cpeonem 1 p/mec na 1 200y owcusnu, daree 1 p/3 mec u no

noxazaunusm 0o 3 nem, 1 p 6 mec nocne 3 nem [4, 9, 31, 39].

llayuenmam ¢ ycmanogneHuviM ouacnosom HMeA nposooumcs npuemsl (0CMOMPbI, KOHCYIbMAYUU)
8paua-ceHemuKa - cembsim, umernwum poocmeenHukos ¢ HeA u nayuenmam c HeA - ona

naanuposarus oemopodicoenus [9, 27, 37].

IIpu nodo3penuu/nanuuuu y nayueHma namonocuul OpeaHa 3peHusi NPo8oOsSmMcs npuemvl (0cCMompul,

KOHCYIbmayuu nepeudtsvle U nosmopusle) spava-ogpmanvmonoea [3, 9, 37].

IIpu noodo3penuu/nanuyuu y nayueHma namono2uu cepoedHo-coCyOUCmol cucmemvl Npo8oO0sSmcs
npuemsvl (0CMOmMpPYLL, KOHCYIbMAYUU nepeudHvle U NOSMOPHbIE) 8paAua-Kapouoioea/8paia-0emcKkoco
kapouonoea [40].

[na naanuposanus uHOUBUOYANLHOU peadUIUMAyUOHHOU NPOSPAMMbL NCUXON020-Ne0a202UtecKoll
NOO00EPIHCKU NAYUEHMAM U UX CeMbSM HPOBOOAMCS Npuemvbl (Mecmupo8anusl, KOHCYIbMayuu)

MeOUYUHCKO20 NCUXONI02d U 1020neda-0epekmonoza (nepsuunsie u noemopusie). [9, 39].

IIpu Heobxooumocmu 6 npoyecce OUASHOCMUKYU U JeYeHUsl YYaAcmayom opyeue cneyualucmsl, 6 m.u.,

Hanpumep, epai-aHecme3uoloc-peanumantosnoe, 6pai-cacnposrnmeposioe, spad-ncuxuamp.



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

Heonamanvnas u pannsas gopma HeA ouacnocmupyemcsi Ha nepeom 200y dHcusnu pebeHka nymem
CEeNeKMUBHO20 CKPUHUH2A, KOMOPbIL NPOBOOUMCSL Y MIAAOEHYEE8 U3 SPYNnbl PUCKA U NPU NOAENEeHUU

KAUHUYECKUX cumMnmomos [14].

Lemu ¢ HsA wacmo nonadarom 6 omoenenue namonio2uu oemei paHHe20 803pacma, UHGEeKYuoHHoe
omoeneHue Un peaHuMayuio 8 COCMOSHUU MemaboIuyecko20 Kpusd, pa3eueuiecocs Ha @Qome

MemabonuyecKo2o CZZ/;M()OS’CI, omekKka mos3ea, cunociukemuu.

HpOOO]lDfCZ/lmefleOCWIb cocnumaiausayuu saeucunt ont ckopocmu 6epuqbui<a14uu 0ua2H03a, Koppexkyuu
MemadonuyecKux Hapymeﬂuﬁ nymem I’ZpO@@()(?HMﬂ UHMEHCUBHOU mepanuu u Hauauxa
namozenemu4eckoll ()uemomepanuu, a makakice om CpPpOKOe6 NOABITEHUA NOJIONCUMENbHOU OUHAMUKU CO
CNOPOHbI L;eHmpClJleOZZ Hepeﬂoﬂ cucmemsl U dpyeux opeaHoes, CKopocmu 60CCMAHOBIEHUA
noxasameineti 20K03bl Kpo6U U KUCIIOMHO-WE/I0OUYH020 COCMOAHUA, Omeent Ha 1eYerHue ommedaemcs 6

meuenue 5-7 Onetl. Ilpebvisanue 6 cmayuonape 8 cpeonem cocmaeisiem 21 Oenv.
[TokazaHust 1J1s1 MJIAaHOBOM TOCTIMTAIU3AIMN B MEIUIIMHCKYIO OPTaHU3aIIHIO:

1. NpOBCACHUEC JHAIrHOCTHKHM W  JICUCHH, TpC6YIOIIII/Ie IpoaAOJDKUTCIIBHOT'O (JIHGBHOG NI
KpYINIOCYTOYHOC Hpe6BIBaHI/IC) MCIUIIMHCKOI'O Ha6JIIOI[eHI/I$I U MOHHUTOPHUHIA  KIIMHHUKO-

1a0b0paToOpHBIX MOKa3aTeNel;

2. HeoOXOAMMOCTh MPOBEACHUS PA3IMYHBIX BUAOB AKCIEPTU3 WM 0OCIEIOBaHUS B MEIUIIUHCKON
OpraHu3aliyd NpU HEBO3MOXKHOCTU NPOBEIAEHUS MX B aMOylIaTOPHBIX YCIOBUAX (B TOM 4HCIIE

odopMIIeHHE 3aKITFOUCHHS (eepaTbHOTO KOHCHIIMYMa/BpaueOHON KOMHICCHUH).
[TokazaHust 1J1s1 SKCTPEHHOW TOCMUTAIU3AIMHA B MEAMIIMHCKYIO OpTaHU3aIHIO:

1. ocTpbie yrpokaromue s dKU3HA U PA3BUTHUS OCIOKHEHUN COCTOSHUS, TPEOYIOIINE HEOTI0KHOTO
Je4eHUsA, B TOM YHUCJIE HHTEHCHUBHOM TEpaluu, a TaKXKe KPYNIOCYTOYHOTO MEIULIMHCKOIO

HaOJIIOICHHS ¥ TIPOBEICHUS CIICIIUAJIBHBIX BUJIOB OOCJICIOBAHMS U JICUCHUS.
[Toka3anus K BBIKUCKE MAMEHTA U3 MEIUIIUHCKOW OpraHU3alliu:

1. oTcyTcTBHE yIrpo3bl IJsl KM3HUM TAalMEeHTa M YIrpO3bl Pa3BUTHUSL OCIOKHEHHM, TpeOyroumx

HCOTJIOXKHOTO JICUCHUA IIPHU 3aBCPIICHUEC ANATHOCTHUYCCKHUX MepOHpHﬂTHfI.

2. crabwin3aiusi COCTOSIHUSI U OCHOBHBIX KJIMHHUKO-JTAa00paTOPHBIX MOKa3areseld MaToJIorudecKoro
mporiecca, OTCYTCTBUE HEOOXOAMMOCTH B MPOMODKUTEIHPHOM MEAUIIMHCKOM HAOIIOIECHUN

(IHEBHOE WJTU KPYITIOCYTOYHOE MpeObIBaHUE);

3. BBINOJIHEH TUTaH OOCJIEAOBAHUS W JICUEHUS TMAlMEeHTa, JaHbl PEKOMEHIAIMU MO0 JajJbHEUIlIeMYy

HaOJIIOICHUIO U JIEUCHUIO.

4, HeO6XOI[I/IMOCTI> nepeBoaa IManueHTa B APYyroc MCEAUIHUHCKOC YYPCIKIACHHUC WM YUPCKICHUC

COLIMAIBHOTO 00€ECIIEUECHHUS.






7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSIHMA)

[IporHo3 coctosiHusl ¥ yPOBHS TICUXHUECKOTO PAa3BUTHS MAIIMEHTOB 3aBUCHUT OT TSHKECTH 3a00JIEBaHUS
U CPOKOB Hayaja CHeUUaTIU3upoBaHHON Tepanuu. IIpu panHell auarHocTuke (A0 S-HEAENIBHOTO
BO3pacTa) Okoyio 85% NanuMeHTOB B CTapIIeM BO3pacTe HE HMEIOT HApPYIIEHWW HHTEIJIEKTa U

HEBPOJIOTUYECKUX PACCTPOUCTB, MPH MMO3IHEN THATHOCTHKE — OKOJIO 45%.

IIporHo3 3a0osieBaHMsI OTHOCUTENBHO OJNATONPUSATHBIN JJI1 KU3HM INpPU paHHEH AMArHOCTUKE U

TINATCJIIbHOM MeTab0JINIEeCKOM KOHTPOJIC.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ta6JII/IIIa 1. KpI/ITepI/II/I OLOCHKH Ka4C€CTBA HepBH‘IHOﬁ MC,I[HKO-CaHHTapHOﬁ nmoMouu B3pOCJIbIM U ACTAM

MIPY U30BAJIEPUAHOBOM allMIeMUN/ AUy PUH

OueHka

o
N2 | KpuTepuu oueHku kauecTBa BbIMNOJIHEHUS

1 BbIMO/IHEHO KOMMJIEKCHOE OnpeaenieHne KOHLUEHTpaunMm  aMUHOKUCIOT W auunKapHUTMHOB B KpoBu | [a/Het
METOA0M TaHAEMHOW Macc-crneKkTpoMeTpun (Mpu yCTaHOB/IEHUMN AMArHO3a)

2 BbINONHEHO KOMMAEKCHOe onpeAesieHne COAEPXaHUS OpraHUYecKux KuciaoT B Modye (npu Oa/Het
yCTaHOBJIEHUM AMArHosa)

3 BbimofiHEH KOMMAEeKC uccnefoBaHWi ANS AWMArHOCTUMKM OpraHMYeckux aumaypui naumeHtam c | Oa/Het
BbISIBJIEHHBIMW U3MEHEHUSIMU MO AaHHbIM TaHAEMHOM MacCC-CNeKTpOMEeTpun (Mpu yCTaHOBAEHUU
AvarHosa)

4 BbinonHeH npueM (OCMOTP, KOHCyNbTauus) Bpada-reHeTuka nMepBUYHbIN (NpU  yCTaHOBAEHWUU Oa/Het
avarHosa)

5 BbINONHEHO Ha3HayeHue cneumann3mpoBaHHOro NPoAyKTa neyebHoro NUTaHus, NMWEHHOro nenumHa Oa/Het

6 BbINONHEHO Ha3HayeHue NeBOKapHUTUHA U FMUMHA (B 3aBUCUMOCTM OT MEAMLMHCKUX MOKasaHui u Oa/Het

npv OTCYTCTBUM MEAULMHCKUX MPOTMBOMOKa3aHuin)

Tabnuua 2. KpUTepumn OLEHKM KayecTBa CrneuvanmusmpoBaHHOW MeAMLMHCKON MOMOLWM B3POC/bIM U AETAM MNPpU M30BanepuUaHoBOM
aunaeMun/aunaypun

1 MpoBeneHO nevyeHne NeBOKAPHUTUHOM M FANUMHOM (B 3aBMCMMOCTM OT MeAMUMHCKMX MnokasaHuii u | da/Het
npu OTCYTCTBUN MEAULIMHCKUX NPOTUBOMNOKA3aHWIA)

2 BbINONHEHO Ha3HayeHue crneumann3mpoBaHHOro NpoayKTa neyebHoro NUTaHus, TMWEHHOro nenumHa Oa/Het
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ouorexHoorun"

Cy00orun .M. — Bpau-reHetuk PIBHY «Menuko-reHeTH4eCKUl HAay4HbId LEHTP HM.

akagemuka H. I1. boukoBay, yien Acconpanuy MEIUIIMHCKUX TSHETHKOB

Temaes P.®. — na.M.H. 3aBeAyroumid peaHumanued U HHTecUBHOM Tepanuu DPIAY

"HanuoHalbHbIN MEIUIIMHCKUN UCCIEN0BATENbCKUI LIEHTP 310pOBbs AeTer' Munzapasa Poccun.

®ucenko A.Il. — a.m.H., npodeccop, 3acmyxeHHbld Bpau Poccuiickorn denepaiuu, TUPEKTOP
OI'AY "HanmoHalibHbIM MEAUIMHCKUI HCCIEN0BATENbCKUN LIEHTP 310POBbs Aereil” MuH3apaa

Poccun.

ABTOPBI MOATBEPKAAT OTCYTCTBHE GUHAHCOBOM MOMIEPKKUH/KOHPINKTA HHTEPECOB, KOTOPbIii

He00X0AuMO 00HAPOA0BATh.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:
e Bpauyu-TICAUATPHI;

e BpayU-HEOHATOJIOTH;

e BpPa4YU-TEPAIEBTHI;

e Bpauu OOIIECH MPaKTUKHU (CEMEIHBIC BpauH);

e BpPaYU-TEHETHUKU ;

e BpayU-JAMETOJIOTH;

e Bpauyu-HEBPOJIOTH;

e BpPaYM-aHECTE3UOJIOTU-PEAHUMATOJIOTH;

e Bpayu-o(pTAIBMOIOTH;

e BpPaYU-TaCTPOIHTEPOJIOTH;

e BpayU-KapJMOJIOTH;

e BpauU-ACTCKUE KapAHOJIOTH;

e MEAMIIMHCKUE TICUXOJIOTH;

e MEIUIIMHCKUE JIOTOTEbI (JIOTOTEIbI-Ae(PEKTOIOTH);

e CTyIeHTHI MenuuuHckux BY30B, opauHATOPHI, aCIUPAHTHI.

Tabmuma 3. Illkana oueHku YypoBHEH npocroBepHOcTH JokazarenbcetB (YJ) mis  mMeronoB

JUAarHOoCTHUKHU (I[I/IaFHOCTI/I‘{eCKI/IX BMCH.I&TCJ'IBCTB)

yan Pacwudcdposka

1 CucteMaTnyeckme 0630pbl  UCCEAOBaHUA C  KOHTponeM pedepeHCHbIM MeToAOM WM  cucTeMaTuyeckuii  0630p
paHAOMM3MPOBAHHbIX KIMHUYECKMX UCCNEefoBaHui C NPUMEHEHWEM MeTa-aHanmsa

2 OTaenbHble MCCnefoBaHUs C KOHTPOsEM pecbepeHCHblM METoOA0M WNWN OTAENIbHblE PAaHAOMU3UNPOBAHHbIE KJIMHUYECKNE
nccnegoBaHnda M cucrteMmatTuyveckue 0630pr nccnenoBaHmn nboro avsamHa, 3a WCKAKYEHUEM PaHAOMU3NPOBAHHbIX
KINNHNUYECKNUX nccnegqosaHmmn, C nppuMeEHEHNEM METa-aHann3a

3 WNccnepoBaHust 6e3 nocrieaoBaTelbHOr0 KOHTPOs pedepeHCHbIM METOAOM MM UCCNENOBaHUSA C pedepeHCHbIM METOLOM,
He ABNSALWMMCS HE3ABUCUMbIM OT WCCIEAYEMOrO METOAa WM HepPaHLOMU3UPOBaHHbLIE CPAaBHUTENbHbIE UCCNENOBAHUS, B
TOM YMCie KOrOpTHbIe UCCIeA0BaHUS

4 HecpaBHUTENbHbIE NCCNEAOBaHUA, ONUCAHUE KIMHUYECKOro Criy4vas

5 MNmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUS MU MHEHME 3KCNepToB




Tabmuma 4. Illkana omeHKW YypoBHEH mocTtoBepHOcTH JokazatenbctB (YIJ) mis meromoB
npopuUIaKTUKHU, JIEYeHUS U peadbmwiutanuu (MpoUIaKTUYECKUX, JIEYCOHBIX, peaOUIUTAIIMOHHBIX

BMEIIATEIbCTB)

yan PacwundpoBka

1 CuctemaTtuyeckuih 063op PKWU ¢ npumeHeHnem meTa-aHanmsa

2 OTaencHble PKU 1 cuctematuyeckme 0630pbl MCCNeaoBaHMin Ntoboro AmsaiiHa, 3a uckiodeHvem PKU, ¢ npuMeHeHueM
MeTa-aHanmsa

3 HepaHAoMU3MpPOBaHHbIE CPAaBHUTESIbHbIE UCC/IEA0BAHMS, B T.4. KOTOPTHbIE UCCNeA0BaHus

4 HecpaBHUTENbHbIE WCCNEAOBaHWA, OMUCaHWe KIMHMUYECKOro cflydyass WAW Cepun CyyaeB, WCCNeAoBaHusa <«ciydai-
KOHTPO/b»

5 NMeeTca nuwb 060CHOBaAHME MexXaHW3Ma [eNCTBMA BMELWAaTeNnbCTBa (AOKAWHUYECKME WCCNEeA0BaHUs) WM MHeHue
3KCMnepToB

Tabmuma 5. I[llkama onenku ypoBHe# yOenutrenbHOCTH pexomenaanuit (YYP) s mertonos
MpoUIIaKTHKHY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIaKTUYECKHX, AUArHOCTUYECKHUX,

.He'-IC6HI)IX, pea6I/IHI/ITaHI/IOHHLIX BMeH.IaTCHBCTB)

YYP PacwudcdpoBka

A CunbHas pekoMeHaaumsa (BCe paccMaTpuBaeMble Kputepun 3PdeKTUBHOCTM (MCXodbl) SBASKOTCA BaXXHbIMU, BCe
MUCCreaoBaHUs MMEKT BbICOKOE WM YAOBJIETBOPUTENIbHOE METOA0JIOMMYeckoe KayecTBO, MX BbIBOAbl MO WMHTEPECYHOLNM
ncxoaaM SABASILOTCS COracoBaHHbIMM)

B YcnoBHas pekoMeHZauusi (He Bce paccMaTpuBaeMble KpuTepun 3hheKTUBHOCTM (MCXOoAbl) SABNAIOTCA BaXkHbIMWU, He Bce
MCCef0BaHUS WMMEKT BbLICOKOE MWW  YAOBNETBOPUTENIbHOE METOAO/IONMYECKOe KayeCTBO W/UAM  UX BbIBOAbI MO
MHTEPECYHOLUMM UCXO4aM He SIBASIOTCS COrflacoBaHHbIMM)

C Cnabasi pekoMeHgauusi (OTCYTCTBME [OKas3aTeNbCTB Hagjexalero kadectBa (BCE paccMaTpuBaeMble KpuUTepuu
3 PEKTUBHOCTN (MCXOAbI) ABMSAKOTCS HEBAXHbIMU, BCE UCCNEA0BAHMSA MMEKOT HM3KOE METOA0/I0MMYECKOe KayecTBO M UX
BbIBO/bl MO UHTEPECYIOLLMM UCXOAaM HE ABMIAKTCSA COrflacoBaHHbIMM)

[Topsimox 0OHOBIICHHS KIIMHUYECKUX PEKOMEH AU,

MexaHu3m OOHOBIICHHUS KIMHMYECKUX PEKOMEHJAIMN TpeIycMaTpuBaeT WX CHCTEMAaTHYECKYIO
aKTyaJlu3alfi0 — He peXe 4YeM OJWH pa3 B TPHU TOjAa, a TAK)KE NMPHU TOSIBICHHH HOBBIX JAaHHBIX C
MO3WIIMU  JIOKa3aTeIbHON MEIUIIMHBI TI0 BOMPOCAM JMATHOCTHKHU, JICUCHUs, NPODUIAKTUKA U
peaduIuTay KOHKPETHBIX 3a00JIeBaHUM, HAJTUINH 000CHOBAHHBIX JIOMOTHEHUI/3aMeUaHUl K paHee

yrBep)kAEHHBIM KP, HO He vame 1 pa3a B 6 mecsieB



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

Hpuaoxenue A3.1 JloKyMeHTBI 1 pecypchbl, HCIOJIb30BAHHBIC IIPH MMOATOTOBKE
KJIMHHYECKUX PeKOMEeH Al

1. [Ipukaz Mwunsnpasconpaszsutus PO Ne 185 ot 22.03.2006 roma «O maccoBoM oOcieqoBaHUN

HOBOPOXICHHBIX z[eTeﬁ Ha HAaCJIICACTBCHHBIC 3a6OJ'ICBaHI/IH»,

2. Ilpuka3 MuHucCTEpCTBA 31paBOOXPAHEHUS U coMaibHOro pa3Butua PO or 16 anpens 2012 . N

366H "O06 ytBepxaenun [lopsnka okazanus neguarpudeckor nomouu"

3. [Ipukaz MunszapaBa Poccun ot 21.04.2022 No 274n «OO6 ytBepxkaenuu Ilopsinka oxazanus

MEIUITUTHCKON MTOMOIIY TAIMEHTaM C BPOXKACHHBIMU U (MJIM) HACICICTBEHHBIMU 3a00JIEBAaHUSIMI
4. T'ocynapCTBEHHBIN peecTp JIeKapCTBEHHbIX cpeAcTB: https://grls.rosminzdrav.ru

5. [Ipukaz M3 P® ot 20 nexabpst 2012r. Ne 11831 «OO0 yTBep>KICHUU HOMEHKIIATYPBI JOIKHOCTEH

MEIUIUHCKUX pa0OTHUKOB U (papMaleBTUUECKUX PAOOTHUKOB.

6. [Ipukaz M3 P® ot 23 wutong 2010 . Ne 541n. Enunbpiii kBaduUKaIMOHHBIN CIPaBOYHUK
JNOJDKHOCTEM  PYKOBOJIMTENEH, CIEUMAIMCTOB M CIyXKalux, paszaen KsanupukannoHHbIE

XapaKTePUCTUKU JTOJKHOCTEH pabOTHUKOB B c(pepe 3paBOOXpaHEHUS.

7. Ilpuka3z MunzapaBa Poccun Ne 1031 ot 28.02.2019 1. «O06 yTBep>KIEHHM TMOPSIIKA U CPOKOB
pa3pabOTKM KIMHUYECKUX PEKOMEHIALMN, HX IEepecMOTpa, TUIOBOM (POPMBI KIMHHUYECKHX
pEKOMEHJaluii U TPEOOBAaHUI K UX CTPYKTYpE, COCTaBY U Hay4YHOH 000CHOBAaHHOCTH BKIIIOYAEMOM

B KIIMHUYCCKUC PEKOMCHIAINN I/IH(l)OpMaL[I/II/I».

8. Ilpukaz MunszapaBa Poccun or 13.10.2017 Ne 804n "OO6 yTBEepKIE€HUU HOMEHKJIATYpPbI

MEIUITUHCKUX yCIyT".

9. Ilpuka3 MunsnpaBa Poccunm (MunucrepctBo 3apaBooxpanenuss PD) or 24 wnos6ps 2021 r
Ne 1094 «OO0 ytBepxkaeHun Ilopsaka HazHaueHHsI JIEKAPCTBEHHBIX IIpemapartoB, (opm
pelenTypHbIX OJaHKOB Ha JieKapCTBEHHBbIE mpemnaparsl, [lopsnka odopmieHHs yKa3aHHBIX
OmaHKOB, MX ydera M XpaHeHus, (opMm OJaHKOB pELENTOB, COAEpPKALIMX HAa3HAUCHUE
HApKOTHYECKUX CpPEACTB WJIM ICUXOTPONHBIX BemecTB, [lopsaka WX  HW3rOTOBIEHUS,
pacmpeniesieHusl, PEeTUCTpaluy, ydera U XpaHeHus, a Takke [IpaBunm odopmieHus OraHKOB

peuenToB, B TOM YUCIIC B (bopMe SJICKTPOHHBIX TOKYMCHTOB»



10. Ilpuxkaz MwunzapaBa Poccun 203 ot 10 mas 2017t «OO0 yTBepKICHUM KPUTEPHUEB OIICHKU

Kadye€CTBa MC,Z[I/IHPIHCKOﬁ IIOMOIIIN»

11. [lepeuens crienMamTu3upPOBAHHBIX MPOAYKTOB JICUCOHOTO MUTAHUSA IS eTeH-MHBAINI0B Ha 2024
rofl, YTBEpKJeHHbIA pacnopsikenueMm lIpaBurenbctBa Poccuiickoit ®@enepanuun 11.12.2023 Ne
3551-pllpuxa3 or 14 utons 2016 roma Ne 500 «OO opraHuzauuy HpPOBEIACHUS CEIEKTUBHOTO

CKPUHHHI2»

IIpuioxkenue A3.2 Cxema MeTa00JIMYECKUX NPOLECCOB NPU U30BAJTCPUAHOBOI
anuIeMun

DeIoK Traneenii

DeToR
dITHOHA

p \\\‘ . _,_.-—""'-'-.-'
JICHITITH

!

U-ECTOHZORAIIPOHOEAA
EHCIOTa

¥

mzoeaTepHI-Kod

HI0BATCPHAHOEAA KHCIIOTA

3-rHOPOKCHHZ0BAISPHAT e« — — — — 4| H30BamepHI-KOA nermaporenasa
4-THAPOKCHH3OBATIEPHAT

HI0BATCPHITNTTHITHH H 0.

3-metuaeporoHaT-KoA

AlETOATETAT areTHI-Kod

Puc.1 Cxema metabonnyeckoro npouecca npu M30BajlepruaHoBoil anuaeMun. Metabonudeckuil 010k

BBIACJICH YCPHBIM IBECTOM.

IIpuioxkenue A3.3 IlokazaHus K NPOBeIEeHUIO CEJIEKTHBHOI0 CKPUHMHIA HA
HaCJIeACTBEHHbIE 00/1e3HM 00MEHAa METOAOM TaHJAEMHOM MAaCC-CIIEKTPOMETPHUHU

Jjist mpoBeieHNs CEIEKTUBHOTO CKPUHUHTA Ha HACJIEJICTBEHHbIE 00JIe3HN 0OMEHA HAMPABJISIOTCS JI€TH
B BO3pacTe 0 18 jeT mpu BBHISBICHUH OJHOTO W3 OCHOBHBIX KPUTEPHEB (CUMITOMOB) JIMOO JIBYX U

0oJee JOMOTHUTEIbHBIX KpUTEPUEB (CUMITOMOB) [14]:

OcHOBHBIE KPUTEPUU (CUMITOMBI):



1. BHe3amHOe yXyalieHne KIMHUYECKOTO COCTOSHUS peOeHKa Mmociie mepruoia HOpMaabHOTO pa3BUTHS

(cyTku, HEACIH, MECHLI):

e Octpas metabonuueckas dHIIedaIonarus,

o Jleraprus (koma),

o Cynoporu, pe3ucTEeHTHBIE K aHTHAMIIICTITUYECKON Tepanuu.

2. I'enatomerainus (remnarocrieHOMEranms)

3. MetabotnueCcKui amummao3

4. MHOX€eCTBEHHBIE TIEPETOMBI

5. JleTckasi CMEPTHOCTb B CEMbE OT 3a00JIEBAHUI CO CXOJHBIMH CUMIITOMAaMH.
JloToMHUTENbHBIE KPUTEPUU (CUMITTOMBI):

1. Kapauomuonarus

2. I'unornukeMust

3. TpomOoruTOTIEHUS

4. IloBbiienne ypoBHs neueHouHbIX (hepmenToB (AnT, AcT) Gonee yem B 1,5 paza oT HOpPMBI
5. IoBeimienue ypoBHs kpearuHpocdoxunassl (KOK) Gonee yem B 2 paza 0T HOpMbI
6. CHmwkeHnue ypoBHs mienodnoit pocdarassl (IL[D) HIke BO3pacTHON HOPMBI

7. MeTabonu4eckuii aakaao3

8. IToBblIlIeHNE KETOHOBBIX T€J B KPOBU W/WIIA B MOYE

9. AHOMAITBHBIN 3amax MOYH, TeJa, YITHON Cepsl, 110001 HeOOBIYHBIN 3amax

10. Hapyuienue pocra BoJioc, aonenus

11. Pe3ucTeHTHBIE K TEpANUU CYI0POTH

12. KocTHo-cycTaBHbIE aHOMalWM (TYTOMOJIBHKHOCTH CYCTaBOB, JAe(popMalus TPYIHOM KIETKH,

paxuTono00HbIC U3MEHEHNS)
13. I'ppiku (ITynoyHast, maxoBO-MOIIIOHOYHAS)
14. Yactsle cppIrMBaHus, pBOTA

15. lucToHnm, THIEPKUHESBI.



Hpunoxenue A3.4 Hopmbl pusnosioruyeckoii noOTpeOHOCTH B OCHOBHBIX
NUIIEeBbIX BeleCTBAX U IHEPIrUM AJIs 30POBbIX JAeTel

Tabamnna 6. CpegHecyTouHble HOPMbI MOTPEOHOCTENW B OCHOBHBIX IMHUIIEBBIX BEUIECTBAX U DHEPIUU

JUTSL ICTEH TIEPBOTO TO/1a KU3HU (Ha KT Macchl Tena) [9]

Bospact (mec.) DHeprus Benok XKupbl Yrnesogbl
KKan/ Kr r/kr r/kr r/Kr

0-3 115 2,2 6,5 13

4-6 115 2,6 6,0 13

7-12 110 2,9 5,5 13

Ta6auua 7. Hopmbl pusnonornueckoil moTpeOHOCTH B OCHOBHBIX MHUIIEBBIX BEIIECTBAX M SHEPTUU

IJI1 310POBBIX lIeTeﬁ cTrapme FO)]al

BospacTt DHeprus KKan Benok, r/cyTku Xupbl, r/cyTku YrneBoabl, r/CyTKu
oT 1 roaa Ao 2 net 1200 36 40 174
oT 2 net Ao 3 net 1400 42 47 203
oT 3 fo 7 net 1800 54 60 261
oT 7 fo 11 net 2100 63 70 305
oT 11 A0 14 neT ManbymKu 2500 75 83 363
oT 11 no 14 neT AeBoYKu 2300 69 77 334
oT 14 n0 18 net toHoLWM 2900 87 97 421
oT 14 no 18 net AeByLWKH 2500 76 83 363

1 -1 JA€TeH C M30BAJIEpUAHOBOM alMJeMUe cTapiie roja mnorpediieHre Oejika MO CPABHEHUIO C

yKa3aHHbIMU B TaOnuile ymeHbiaercs Ha 10-25% B 3aBucumMocTH OT (Hopmbl 3a005I€BaHMS, TIKECTU

COCTOSIHUS U HyTPUTHUBHOTO CTaTyca peOeHKa.

Tabamuna 8. Munumanbhblii Oe3omacHblii  ypoBeHb Oenka cortacio FAO/WHO/UNU 2007 B

3aBUCHUMOCTH OT BO3pacTa

Bo3spacTt r/kr/cyT

MnageHubl (Mec.)

1 1,77
2 1,5
3 1,36
4 1,24
Oetn (r.)

0,5 1,31

1 1,14




BospacTt r/kr/cyT
1,5 1,03

2 0,97

3 0,90

4-6 0,86-0,89
7-10 0,91-0,92
MoapocTtku (r.)

11-16 0,88-0,92
B3pocnble (r.)

Crapwe 16 0,84-0,87

Tabanua 9. CpeanecyrouHble HOPMBbI (U3HOIOTHYECKUX MOTPEOHOCTEH B DHEPruM i JeTel
cormacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bo3spacT (mec.)

SHeprusa (KKasn/Kr) Myx.

DHeprus (KKan/Kr) xeH

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
Bospacrt (r.)

1-2 82,4 80,1
2-3 83,6 80,6
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




Bo3spact (mec.) SHeprusa (KKasn/Kr) Myx. DHeprus (KKan/Kr) xeH
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

Ipuioxkenue A3.5 IloTpeOHOCTH B JieHIIMHE U IVIMIAHE Y MALIUEHTOB C
H30BAJICPUAHOBON anaeMued B 3aBUCMMOCTH OT BO3pacra

Ta6muma 10. MuHumanbHasi MOTPEOHOCTh B JICHIMHE, MIUIMHE W KapHUTHUHE Yy TMAalMEHTOB C

W30BAJIEPUAHOBOU ALIUJIEMUEN B 3aBUCUMOCTH OT 13.03paCTa1 [9]

Bo3pact naumeHTOB CyTo4yHasa notpebHoOCTb

NenymnH FnnunH KapHUTUH

[letn rpyaHoro Bo3spacra MF/KF Maccbl Tena

0 - 3 mec 80-150 150 150
3 - 6 Mec 70-140

6 - 9 mec 60-130

9 - 12 Mec 50-120

[Oetun ctapwe 1 roga Mr/cyT

1 -4 roga 500-900 1400 1250
4 -7 net 600-900

7 -11 net 700-900

MoApOoCTKM 1 B3pocC/ble mMr/cyT

Oesywkn 11- 15 net 700-900 - -
Oesywkn 15- 18 net 620-820 - -
[esywku ctapwe 18 net 620-820

fOHowwn 11- 15 net 1100-1500 - -
fOHowwn 15- 18net 1100-1500 - -
KOHoWwNn cTapwe 18 net 1000-1400




1)11/1eT0Teparm51 MIPU HACJICJCTBEHHBIX OOJIC3HSAX aMHHOKHCIOTHOTO oOMeHa .MeToaudecKkoe MUCHMO.
Mocksa 2013r.97 c.

Tao6auna 11. Koadhpurmment kouBepcnun aednaa

pynna npoaykTos KO3 dULMeHT 3ameHa nenumHa 6enkom
1r. 6enka =70Mr nenumHa

OpyKTbI 35

Osoum 53

KapTtodenbHblie NpoayKTbl 66

MoOno4YHble NPOAYKTHI 104

Xneb 81

3epHOBble NMpoAYKTbI 79

MsiCHble NpOAYKThI 90

PacueT cyTouHoro komuuectBa Oejka sl JETEH MEPBOTO roja >KU3HU MPOBOIAMTCS HCXOIS U3 HOPM
notpebnenust Oenka st 3M0poBbIX neteid. [larmenTam crapmie 1 roma ciieayeT OpHEHTHPOBATHCS Ha
0e30macHbIi YpOBEHb MOTpeOsieHHs Oelka W TOJNEPAHTHOCTh MAlMEHTAa K MHIIEBOMY OenKy (cMm.

npuioxenue A3.4)

Hpunoxenue A3.6 Cienuajau3upoBaHHbIe IPOAYKTHI HA 0CHOBE AMUHOKHCJIOT
6e3 seiinunal

Ta6muua 12. Cnenmain3npoBaHHbIEC POITYKTHl TUTAHUS

HanMmeHoBaHWe npoaykTa Benok (3kB.) XKwp, Yrnesogabl, DHepreTnyeckas LLeHHOCTb, KKan BospacTt

r r NpUMeHeHns
«HyTpUreH 14 -leus***x* 14 23 50,4 470 oT 0 no 1 roga
«HyTpureH 20 leu»**** 20 18 50,2 443 ctapue 1 roaa
«HyTpureH 40 leu»**** 40 13 31,1 401 cTapwe 1 roga
«HyTpureH 70 leu»**** 70 0 4,0 296 cTapwe 1 roga

L_npoxyKTHI 3aperucTpupoBaHkl Ha TeppuTOpHK rocynapcts TamoxerHoro Corosa.

IIpuioxxkenue A3.7 IlpuMepHBIA CYTOYHBIM HA00OP NMPOXYKTOB /IJIsl MALIMEHTOB C
U30BAJICPUAHOBOM aluaeMuen

Tabauuna 13. IIpumepHbIil CyTouHBIM HAOOP MPOAYKTOB, €0 XMMHUYECKUN COCTAaB M dHEpreTHYecKas

LIEHHOCTH JUIS IETEN JOIIKOJIBHOTO BO3pAacTa ¢ N30BAJIEPUAHOBOM allUAEMUEH

MpoayKTbl Konuyectso, XuMnuecknii cocras, DHEeproueHHOCTb, KKan
r(mn)




MpoAyKTbI rK(zC”V_IIl)-IeCTBO, XuUMuyeckmin cocTas, DHeproueHHOCTb, KKan
6enkn Xupbl yrneBoabl
Xneb H1M3Kk06enKoBbIN 140 1,06 3,5 84,2 378
XnebobynouHble nsgenns 30 0,23 2,7 19,4 105
Cyxasi cMecb HM3kobenkosas 54 0,87 1,8 50 79,3
Bepmuwenb Huskobenkosas 13,7 0,12 0,08 11,2 47,9
Kpyna 25 1,7
Huskobenkosas
Cyxoi 6e36enKO0BbIli HANUTOK 24 5,0 17,2 114
Macno cnmBo4YHOEe 20 0,1 16,5 0,16 149
Macno TonneHoe 10 0,03 9,8 0,06 88,7
Macno pactutenbHoe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
BapeHbe 20 - - 14,0 56
KapTodenb 100/70 1,4 0,28 11,4 56
KanycTta cBexas 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 4,8 25,8
Ceekna 60/48 0,72 0,05 4,32 20,2
Kabaukn 25/19 0,12 0,06 1,0 4,75
Orypubl 5/4 0,03 - 0,11 0,65
Canat 10/9 0,12 - 0,18 1,4
Momuaopsl 15/13 1,3 0,03 0,49 3,0
TomaT-nacTta 8/7 0,35 - 1,33 7
Jlyk penyaTbin 5/4 0,05 - 0,32 1,45
KntokBa 10 0,05 - 0,38 2,6
Coku 100 0,5 - 11,7 | 47
OpyKTbl CBEXMNE 200/170 0,9 0,5 16,6 78,17
OpyKTbl Cyxue 10 0,3 - 5,05 22,7
3a cyeT HaTypanbHbIX NPOAYKTOB NUTAHUSA 9,5 70 258 1700
Huzko0enkoBbIi paorMoOH TIMTAaHUA B3POCIIbIX ITAIMMCHTOB COCTOUT M3 KpPYyIl, CICIHaIbHBIX

HU3KOOEIKOBBIX MPOAYKTOB, (PPYKTOB M OBOIIEH, HIMPOKOTO ACCOPTUMEHTA PACTUTENIHHBIX Macell,

CJIaJIOCTEMH.

IIpu »sTOoM pa3pemaercs

cBoOomHO (03

ClricoraJIbHBIX paC‘—ICTOB) HCIIOJIB30BAaTh

CBEXKHE,

3aMOpPOYKEHHBIE UM KOHCEPBUPOBaHHbIE (DPYKTHI U OBOIIMU C coaepkaHueM Oenka menee 1 r Ha 100.

[Ipu BxItOYeHMM B TUTaHUE (PPYKTOB WM OBOIIEH ¢ coaepxkanueM Oenka Oomee 1 v / 100 T

KOJIMYECTBO O€JIKa B HUX HOJIKHO YUHTBIBATLCA.



Hpunoxenue A3.8. PaciundpoBka npumedaHui

** _ mpenapaT BXOJUT B IEpeYeHb J>KU3HEHHO HEOOXOMUMBIX M BaXKHEHIIMX JIEKapCTBEHHBIX
npenapatos (Pacniopsoxkenue [IpaBurenscta PO ot 12.10.2019 Ne 2406-p «O0 yTBep>KAeHUU NEPEUHS
KU3HEHHO HEOOXOAMMBIX U BaKHEHIINX JIEKapCTBEHHBIX MpenapaTtoB Ha 2020 roa, a Takke nepeyHeit
JIEKapCTBEHHBIX TMPENapaToB JUIsi MEIUUHUHCKOTO MNPUMEHEHHWS W MHUHHMaJIbHOTO aCCOPTHUMEHTA
JIEKapCTBEHHBIX IPENapaToB, HEOOXOAUMBIX Uil OKa3aHWs MEJUIMHCKOW rnomoim», PacnopsixeHue
[IpaButenncTBa PO o1 23 HOs106ps 2020 1. Ne 3073-p

# - mpumenenue off-label — BHe 3apernucTpupOBaHHBIX B WHCTPYKIIMH JICKAPCTBEHHOTO CPEICTBA
MOKa3aHUM OCYIIECTBISIETCS IO PEUICHHIO BpauyeOHON KOMHUCCUH, C paspemieHust JIoKanibHOTO
ATHYECKOTO KOMHUTETAa MEIUIIMHCKOW oOpraHu3anmuu (Mpy HaJW4Wu), C YCIOBHEM MOIINHCAHHOTO
WH(POPMHUPOBAHHOTO COTIIACHS POAMTENEH (3aKOHHOTO MPECTABUTEINS) U MAIMEHTa B BO3PACTE CTapIIe

15 ner;

EE - MEIMIIMHCKOE HM3/CIIHE, UMIUIAHTUPYEMOE B OPTaHW3M YEJIOBEKAa MPU OKA3aHUW MEIUITMHCKOM
MOMOIIIM B paMKaX MPOrpaMMbl TOCYAAPCTBEHHBIX TapaHTHH OECIJIAaTHOTO OKa3aHUs TpaKIaHaM

MGHHHHHCKOﬁ ITIOMOIIH,

XK - crenMamuM3UpOBAHHBIA  MPOMYKT JI€4eOHOTO TUTAHUS, BKJIIOUYEHHBI B  IEpPEYCHD
CHEUUAIN3UPOBAHHBIX NPOAYKTOB JiedueOHOro mnuTaHus i Aeteil-unBanuaoB  (Ilepeuens
CHEIUATN3UPOBAHHBIX TPOAYKTOB JIeueOHOro muTaHuA Mg jAeTe-unBaiugoB Ha 2024 rop,

yTBEpKJIeHHBIN pacniopsbkenueM [IpaBurensctBa Poccuiickoit @epepanuu 11.12.2023 Ne 3551-p).
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Ipuwioxenue B. Unpopmanus 1/ manmeHTa

Yrto Takoe U30BaJIepraHOBas anuaeMus (anuaypusi)?

W3oBanepuanoBas anuaemus (auuaypusi) — HAcIEICTBEHHOE HApyLIEHHE OOMEHAa aMHHOKHUCIIOT.
Bri3Bana aeguuuToM MHUTOXOHApHANbHOrO (Gepmenta uzopanepui-KoA-neruaporenassl (IVD), uro

MPUBOJIUT K HAKOTUICHUIO MPOU3BOIHBIX M30Bajepui-KoA.
Kak nposiBisieTcs n3oBajiepuaHoBasi anuaypus?

N3oBanepranoBas anuypus MOKET IPOSIBISATHCS B Pa3HOM BO3PACTE - OT MJIAJIEHUYECTBA 10 IETCKOTO.
[Tpu »TOM 32007€BaHNH HAKAIITMBAIOTCS TOKCUYHBIC BEIIECTBA, KOTOPHIC OKA3bIBAIOT BO3JICHCTBUE HA
KJIETKHU HEPBHOM CHCTEMBI, TODKEIYyJOYHOM JKENe3bl M CEePACYHOM MBI Y peOeHKa MOXKET
HAOJIIO/IaThCS CUMIITOMBI, HAIIOMHUHAIOIIME OTpPABJIICHUE (MHTOKCUKAIIMIO) - YacThle CPBITMBAHMUS,
pBOTa, OTKa3 OT €bl, MbIIMIeYHAs CJIa00CTh, BSJIOCTh, CYIOpPOTH, TIOBBIIMICHHAS COHJIUBOCTD.
XapakTepeH, 0COOCHHO B TEPHUOABI META0OIWYSCKOW JEKOMIICHCAIIMH, OCOOBIN 3amax OT Teina |

YHIHOﬁ CEphI, HAITOMUHAIOIIMHI 3a1ax ChbIpa WUJIA 1IOTA.

Haubonee omacHbIMH I KU3HU COCTOSHHUAMH, BCAYIIUMMHU IIPH OTCYTCTBHM JICUCHHUA, K
HCO6p3.TI/IMLIM IOCICACTBUAM BIIJIOTH A0 JICTAJIBHOT'O MCXOJa, ABIAIOTCA «MeTa0oINYeCcKHue KpPHU3bID». B
OTHU TICPUOJbI MOBLIMIACTCA KOHOCHTPAUIUA OPraHHYCCKHUX KHCIOT B KPOBHU, daMMOHUA, U3MCHIACTCA

KHCJIOTHO-IIIEJIOYHOE COCTOSIHUE KPOBH, HAPYIIAETCS DHEPTreTUISCKUN OOMEH.

Kpu3zbl 00bIYHO MPOBOLUPYIOTCS TAaKUMHU HEOIAronpusiTHHIMU (DaKTOpaMu, Kak HapylIeHHE TUETHI,
npeHeOpeKeHHe Ha3HAYeHUsIMU Bpada, BUPYCHble U OakTepuaibHble HWHQPEKIHH, CTPECCOBbIE

CUTyalliu, TPaBMbI U, XUPYPTUUCCKHNC BMCIIATCIILCTBA, DMOIIMOHAJILHBIC 1 (1)I/IBI/I‘I€CKI/I Harpys3KHu.

[IpenBecTHUKaMU KpH3a SIBISETCA CHU)KEHUE SMOIIMOHAIIBHOTO TOHYCA, BAJIOCTh, COHJIMBOCTD, Jajee
PEOCHOK OTKa3bIBAETCS OT €/Ibl, MOXKET OBbITh PBOTA, BOBMOXKEH IMOILEM TEMIEPATYPbl, 0COOCHHO MpU

ne6r0Te MHPEKIIMOHHOTO 3a001eBaHMs, BO3MOXKHBI CYJIOPOTH.

HeotnoxHoe 5nedyeHne oO4YeHb BaXXKHO, TAaK KaK CYLIECTBYET BBICOKMH PpHUCK HEBPOJIOTMUYECKUX

OCJIOKHEHUU.
Kak Hacienyercsi u3oBajiepuanoBasi anuaypus?

W3oBanepuaHoBas auuaypusi HacleAyeTcs IO ayTOCOMHO-PELIECCMBHOMY THITy. OTO 3HA4MT, 4TO
00J1e3Hb TPOSIBISETCA TOJIBKO B TOM Cllydae, €Ciu 00a pOIUTeNs SIBISIOTCS HOCUTENIIMU OOJIE3HU H,
XOTsI caMU OHM HE OOJICIOT, epeaatoT peOeHKY JABa MOpPaKEHHbIX TeHa. BONbIIMHCTBO ceMeid, IIe ecTh
peOEHOK C ATUM 3a00JIeBaHUEM, HE CTAIKUBAIUCH PaHbllle ¢ TOJ0OHOM mpobnemoi. Puck moBTopHOTO
poxaeHus pebenka ¢ UBA B cembe, Te yke €cTh J€TH C dTHUM 3a0oyieBaHHeM, cocTaBisieT 25% Ha

KXyt OEpEMEHHOCTb.

Bbpares u cectprl peberka ¢ UBA, MOTYT Takke UMETh 3TO 3a00JIeBaHUE, JaXKe €CIIU y HUX HA MOMEHT
JTUATHOCTUKU YJIEHOB CE€MbU HE OBUIO CHUMMOTOMOB. B gaHHOM ciydae HE0OXOIMMO MPOBECTH

AUAarHoCTUuKy, YTOOBI KaK MOKHO paHbIIC HA4YaTb TCpAIlUIO U n30ekaTh OCIOKHEHHMH. Takke OHH



MOT'yT OBITH HOCHUTCIISIMH, KaK HUX POAUTCIIN. Yrto kacaercs APYrux 4iC€HOB CEMbH, TO WM BaXHO
COO6I_III/ITI:>, 9TO OHU MOT'yT OBITh HOCUTEIISIMU. DTO SHAYUT, YTO U Y HUX CCTb PUCK POXKIACHUA p66CHKa

C JAHHBIM 3a00JI€BaHUEM.

Bce cembu ¢ 1OJDKHBI 00s13aTEIBLHO HpOfITH MCIUKO-TCHCTUYCCKOC KOHCYJIbTUPOBAHUC U IIOJIYYUTH
ITOJIHYTO I/IH(I)OpMaI_[I/IIO OT Bpada-rcHCTHKa O PUCKE IIOBTOPHOI'O IIPOABJICHUA JaHHOIO 3a00JICBaHUS
B CCMBC, O6CYZ[I/ITB CO CIICHHMAJIMCTOM BCC BOIIPOCHI, CBA3AHHLIC C HACJICAOBAHHCM 3aboneBanus. B

Poccun MCIUKO-TCHCTUYCCKNUEC KOHCYJIbTallun pa60Ta10T B KaXXIO0M PETHUOHC.

C uenpr0 MpoBeNEHUs IPEHATAJbHOM M MPEUMIUIAHTAMOHHOM JIMarHOCTUKU CYIIPYKECKOW Iape
MpeaBAPUTEILHO HEOOXOMUMO TPONTH OOCIeqOoBaHWE HAa  HOCHTEIBCTBO MyTaruid B reHe [VD ,
OoOpaTUBLINCH B CIEUUAIN3UPOBAHHBIE IUATHOCTUYECKUE JaOOpaTOpUH U MEIUIIMHCKHE IEHTPHI.
[IpeHaranpHass JAMArHOCTHMKAa IPOBOAUTCS  MOJIEKYJISIPHO-TEHETUYECKMMH  METOAAMH, IIyTEM
uccnenosanus JIHK, BbigenenHoit w3 Ouonrtara BOPCHH XOPHUOHA /WM KJIETOK aMHUOTHYECKOU

YKUJIKOCTH W/WJIN TIJIOTHON KPOBH.
Kak ycranaBjamBaercsi IMarH03 HM30BAJIEPHUAHOBOM anuaypuu?

Ha ocHoBaHMM KIMHUYECKUX CUMIITOMOB Bpad MOXKET 3al0I03PUTh AMArHO3 W OTHPaBUTh MalMEHTA
Ha JaboparopHoe oOciegoBaHue. MeToa0oM TaHAEMHON MacC-CIEKTPOMETPUHU B KPOBU OIPEACIISIIOT
YPOBEHb TAKUX COCAMHEHMI KaK KapPHUTHUH, allWIKAPHUTUHBI U aMUHOKHUCIIOTHI, C MOMOIIbIO METO/A
ra3oBoi Xpomarorpaduyd Macc CHEKTPOMETPHUEH — YpPOBEHb OPTraHMUYECKHUX KHCIOT Moud. [Ipm

M30BaJIEpUaHOBOM anuIypun HaOmogaeTCs MOBBIIIICHUE B KpOBU KOHIIEHTpaLUU
m3oBaniepwikapauTrHa (C5), yacto nossimieHsl cooTHomenne C5/C2 u uHoTAa ypoBEeHb IUIMHA. B
Mo4e BBISIBJISIFOT ~ TMOBBIIIEHUE ~ KOHIIGHTpPALlMM  M30BAJIEPUAHOBOM  KHUCIOTHI,  3-
TUAPOKCUM30BAIEPUAHOBOM KUCIOTHl M W30BAJICPUITIIUIMHA. [TarueHTaM C  BBISBJICHHBIMU
OMOXMMHUUYECKUMHM  M3MEHEHUSIMHM, XapaKTepHbBIMU [UJIi  W30BAJICPUAHOBOM  allUAYpuH, IS
MOATBEPKJICHUSI JUArHO3a MPOBOJAT MOJIEKYISIPHO-T€HETUUECKOE UCCIICIOBAHUE C 1IEIbIO BBISIBICHUS
MyTanuu B TeHe [VD. OOBMHO ISl 3TOTO MPHUMEHSIOT HCCJICIOBAHHE C ITOMOIIBIO TapreTHBIX

TeHETUYECKUX MaHeseH.
Kak jieyat manueHToB ¢ M30BAJIEPHUAHOBOM anuaypuei?

OCHOBHBIMM METOZAMU JIEUCHHS] U30BAJICPUAHOBOM allMIypHUH SBISIETCS JUETOTEPANNS U HA3HAYCHUE
CIICIMAJIbHBIX JIEKAPCTBEHHBIX IIPEINApaToOB, KOTOPBIE MO3BOJIAIOT CHU3UTH BIMSHHUE TOKCHUYHBIX
MeTa0OJMTOB Ha OPTaHU3M M MO3BOJISIIOT UM JIETYe BBIBOAMTCS ¢ MOYOM. JlMeToTepanus 3aKkirouaeTcs
B OTPaHUYEHUU MOCTYIUIEHHUsI Oelika U TeX aMHHOKUCIIOT, MeTaboin3M KOTOpbIX HapyiieH. Co3iaHbl
CHelUaIN3upOBaHHbIE JiedeOHble CMecH i [HUTaHus JeTedl  pa3Horo Bospacta. [lpum
M30BAJICPUAHOBOM allMIYPUH MALUEHTHI JOJDKHBI IPUIEPKUBATHCS JUETHI, COCTOSAIIEU U3 MPOAYKTOB C
HU3KUM COJIEp’)KaHWeM JieHIMHa. Bpad coCTaBUT TUIaH TWTaHUS, COIEpKAIIUNA HEeoOX0oauMoe
KOJIMYECTBO O€JIKa, MHTATEIbHBIX BEIIECTB W DSHEPrUM. OTOr0 IUIAHA NUTAHUS CIEAyeT
MIPUIEPKUBATECS HA MIPOTSKEHUM BCEU JKU3HU. Bpay-reHEeTUK M Bpay-AUETONIOT IIOMOTYT PACCUUTATh

AUCTY, IPAaBHUJIIbHO BBOJAWUTDH IIPHUKOPM W HAYy4YaT OCHOBHBIM IIpaBUJIaM JUCTOTCPAIIUN.



Taxoxe npu HBOBaJIepI/IaHOﬁ anuaypyu Ha3HadaroT TIJIUMOUH W JICBOKAPHWUTHH. FJ'II/IIII/IH - 3TO
AMHUHOKHCJIOTA, KOTOpasi IMoOMOTracT OpraHu3My N30aBIATHECS OT I/I30BaﬂepI/IaHOB0ﬁ KHUCJIOTBI. OTO

MOXKCT IIOMOYb ITPCAOTBPATHUTD MeTaboInIecKue KPHU3HCHI.

JleBOKapHUTHH - 3TO 0€30MACHOE€ M HATypajJbHOE BELIECTBO, KOTOPOE IIOMOraeT KJETKaM
BbIpa0aThIBATh SHEPTUI0. DTO TAKXKE MOMOTAaeT OpraHu3My H30aBUTHCS OT M30BAJIEPUAHOBOU

KHCJIOTBI U JPYTUX BPCAHBIX BCIICCTB.

He npunumaiite xakue-nmn0o JieKapcTBa WM J00aBKH, HE MOCOBETOBABUIMCH C BAIUM  BPAuOM.
Kpaiine BaxxHO coOnogarh Bce pEeKOMEHAALMM Bpadeil, yToObl MakCUMalbHO H30€XKaTh pPa3BUTHUS

MeTabO0TMIECKIX KPH30B.
Kak jieyar manueHToB B nepuoa MeTa00JIM4eCcKOro Kpusza?

CrenyeTr BpeMEHHO MPEKpaTuTh NoTpedneHue 6enka (Ha 24—48 dacoB). [I0MHOCTBIO OTMEHUTH OEIOK
HCBO3MO)KHO, TaK KaK OpPTaHM3M HYXXJAeTCsS B TOCTYIUICHUM OCJIKa M €CIM ero OyIeT MOCTYIaTh

HEJ0CTaTOYHO aKTUBUPYIOTCS MPOLECCHI KaTabonu3ma.

Jloma mpu mepBbIX MpU3HAKax 3a00JeBaHMsl, 0COOCHHO Korja y peOeHKa CHUKEH aIleTUuT (Harpumep,
OpU MPOCTYAE, TPUINIONOJOOHBIX CHUMITOMAaX, BHUPYCHBIX HMHQPEKUMIX, THOOBIX 3a00JI€BaHUSX,
COTPSDKEHHBIX ¢ Temreparypoil >37 °C, TOH3WUIUTE, TaCTPOIHTEPHUTE) CIEAYET HayaTh TEPANUIO 1O
MPEeNOTBPAIICHUIO Pa3BUTUA Kpu3a. Ecim ponutenu He yBepeHBI B TOSBICHUUM Y PEOCHKA MEPBBIX
NPU3HAKOB MpHUOIIKatomerocs: 3adoneBanus (6J1eIHOCTb, COHIMBOCTD, Pa3ApaXKUTEIbHOCTb, MOTEPs
anmneTuTa, JIMXOopaJKa, TOJIOBHAs 00Jb, JOMOTA M 00111ast 00JIb, KaIlleyb, 00Jb B TOPJIE WX yIIax), TO B
Ka4eCTBE MEphl MPEAOCTOPOKHOCTU PEOCHKY CIEAyeT AaTh BBINUTH PacTBOp onuH pa3. CambiMu
paHHUMHU TPU3HAKAMU OOBIYHO SBISIOTCS HE3HAYMTEIbHBIE M3MEHEHHS B TOBEICHUH, KOTOPHIC
OOBIYHO JIETKO 3aMeyaroT poauTenu. Ecian peOeHOK OTHOCHUTENBHO 370pPOB M y HET0 HET PBOTHI, a
TOJIBKO CJIA00OCTh M HEOOJbIIAsl COHJIUBOCTH MOXKHO MOHUTH €r0 4epe3 pOT PacTBOPOM IMOJIMMEpa
TJIFOKO3bI YacThIMU JApOOHBIMH mopiusMu (Tabnuua 14). TouHbI penent/KOHIEHTpaIus MoJuMepa
[JTIOKO3bI, PEKOMEHIOBAHHAS [IIsl KQXKJI0TO peOeHKa OTIIMYaeTCs, Hy>KHO Y3HATh Yy JIallero Bpaya uro
MMEHHO MOJXOIUT BalieMy peOeHKy. HekoTopbIM J1eTsIM He HpaBUTCS BKYC MOJIUMEPA [IIOKO3bI, 1 OHU
MPEANOYNUTAIOT HAMUTKH, KOTOPBIE MPOJAIOTCA B CyNEpMapKeTax, HO KOHIICHTPAIMHM YIJIEBOJOB B
TaKuX HamuTKkax Hmwke. [lokymaemMble HamWTKH HYXHO TIPUMEHSIThH C  OCTOPOXKHOCTBIO.
HuskokanopuiiHble HallMTKHU, HAMUTKU O0e3 J0OaBIEHUsl caxapa COAepk aT OYeHb Majo WU BOBCE HE

COACPIKAT YITICBOAOB, ITIOOTOMY HMX HC CJICAYCT MCIIOJb30BATh.

C mosiBJICHHEM TIEPBBIX MPU3HAKOB META0OIMYECKOTO KpH3a, HE JOXKHUIASICh MPHUXoJa Bpaya, CleayeT
MpeKpaTuTh mpueM Oenka (Ha 24, makcuMyM Ha 48 4dacoB)!, yBeIMUUTH J03Yy MEPOpaIbHOTO (depe3

pot) #neBokapHutuHa 10 200 MI/Kr/cyTku U B 2 pasa /103y IIUIKHA.

Tabaumma 14, OObeM  ManbTOACKCTPUHA  TNPU  PA3BUTUM  METAa0OJMYECKOTO  Kpu3a
https://webgate.ec.europa.eu/chafea pdb/assets/files/pdb/20101201/20101201d09-00 1ft gb ps.pdf

Bo3spacr (ner) % ManbTOAEKCTPUHA kkan/100mn 061bemM (M1) B A€Hb Yepes poT

Lo 0,5 10 40 MuHuManbHo 150 mn/kr




Bospacrt (ner) % MasibTOAEKCTPUHA Kkan/100Mn O6bem (MN) B AeHb uepes poT
0,5-1 12 48 120 mn/kr

1-2 15 60 100 mn/kr

2-6 20 80 1200-1500 mn B cyTKM

6-10 20 80 1500-2000 mn B CcyTKM

Crapwe 10 25 100 2000-2500 mn B cyTkM

3areM B TeueHHE 1—2 4acoB HYKHO PETYJIIPHO OLIEHNUBATh KIMHUYECKOE COCTOSIHUE peOeHKA.

Ecmn y pebeHka mocTOSIHHAs pBOTa M €My HE CTAaHOBHUTCS JIy4Ille, POIUTEISAM CIIEAyeT

HE3aMCIJIUTCIIbHO O6paTI/ITBC5I B 6OJ'II>HI/IHy JUIsL O6CH€I[OBaHI/I}I.

Bpaan CKOpOﬁ IIOMOIITH HGO6XOI[I/IMO nepeaarb BBIIHUCKY C 3aKIIOYCHHUEM W PCKOMCHAALIMAMMU Bpada

10 TEPAIUU B IIEpUOJ META0OINYECKOTO KpH3a.

Ponurensm Hy>KHO B35iTh ¢ COO0W B OOJIBHUITY BCIO MH(POPMAIMIO 00 MCTOIB30BaHHBIX PacTBOpax H

KEJIaTeIbHO CAMH PaCTBOPBI.
Kakoif Hy’KHO IPOBOAUTH MOHUTOPHHT /Il MALMEHTOB ¢ H30BAJIEPUAHOBOI auuaypuei?

HeobxomuM MyabTHAUCHUIUIMHAPHBIA TIOAXOA K HAOMIONEHUIO W JICYEHUIO TAIMEHTOB C

anuaypuen
KOMILUIGKCHOM Teparud U CBOEBPEMEHHON €€ KOppeKIHH Mpu HEoOXOIMMOCTH. [ MalueHTOB C

M30BaJIEPUAHOBOM CIICMAINCTAaMU  pa3HbIX npoduieil ¢ 1enblo  obecredeHus
M30BAJICPUAHOBOM aUAyprued HEOOXOIWMBI PEryispHbIe oOcienoBaHus. B tabmuie 15 mpuBencH

HpI/IMepHHﬁ NnepeuCHb MW PCrysIpHOCTD HCCHCHOB&HHﬁ, HO B KaXJIOM CJIy4ac Bbl JOJIZKHBI

COITTaCOBBIBATH ITJIaH O6CJ'ICI[OBaHI/Iﬂ CO CBOHMM JICHUAIIIUM BpadoOM.

Tabauua 15. PerynspHocTs 00CiieIOBaHUN NPU W30BAJICPUAHOBON allUAYpUU

UccnepoBaHmne

unHTEpBan

Koppekuus anetotepanuu (poBoOASIT Bpadyn-reHeTUKn 1am Bpaydm-
AneTosioru)

1 p/mec Ha 1 rogy xwu3Hu, panee 1 p/3 mec u ro
rnokasaHusm 4o 3 net; 1 p 6 mec nocae 3 et

YnbTpasBykoBoe vcciegosaHue (Y3UM) opraHoB 6proLLIHON 1010CTH

B cpeaHem, 1 pas B roa

lpoBegeHne snekTposHyegpanorpagpun (33I)

B cpeaHem, 1 pas B rog

rnposegeHue 6MOXUMUYECKOrO
obLjeTepaneBTNYECKOro

aHaznn3a KpoBu

Kaxable 6 MecsuyeB naynmeHtam [o 6 neT, Kaxaole 6-12
MecsuyeB rnaymeHTam craplie 6 JieT. Ho B nepuoa
UHEKLIMOHHbIX 3aboneBaHui, npu yrpose
meTabosm4yecKkoro Kpusa — He pexe 1 pasa B 7-10 gHen.

O6wmnii (KIMHNYECKNI) aHaIn3 KpoBu

He pexe 1 pasza B rog

UccnegoBaHme ypoBHS cBO60AHOIO KapHUTUHA W aunJIKapHUTUHOB
B KpoBu, KOMrieKcHoe ornpeaeneHne Coaep)XaHus opraHnyeckux
Kucnor B Mo4ye, KOMM/IeKCHoe orpeaesieHne  COAEP)KaHUS
OpraHn4yeckux KucaoT B Mo4Ye METoAOM TaHAEMHOM Macc-
crnekTpomeTpun, Komnnekc wuccneaoBaHwii A5  ANMArHOCTUKU
opraHudyeckmx — aumaypwii,  WccnegoBaHne — aMUHOKWUC/IOT U
MeTabosiMToB B MOYE

Kaxable 6 mecsiyeB rnayvmeHtam Ao 6 J1eT, Kaxable 6-12
mecsueB nayveHTam crapwe 6 Jier. Ho B nepnoa
UHGEKLIMOHHbIX 3aboneBaHunii, npu yrpose
meTabosimyeckoro kpusza — He pexe 1 pasza B 7-10 AHe
yacTtoTa MCC/iefoBaHui B AMHAaMWKE 3aBUCUT OT BO3pacta:
yawje y getevi 4o 1 roga (exemecs4yHo) v AeTen paHHero n
AOLLKO/IbHOro Bo3pacra.

Kapawnonornyeckoe obcregoBaHue
(3KT, X0O-KT)

B MOMEeHT AnarHoCTuku 3aboseBaHus,
Llanee, B cpegHem, 1 pa3 B ros

Kak nanmentsl mosy4aror Jiedyenue B Poccuiickoit @egepauuun?




N3oBanepuaHoBas anaypusi OTHOCUTCS K YHCITY PEIKUX HACIEICTBEHHBIX O0sie3HEel 0OMEHa BEIeCTB
U BXOIUT B mepeyeHb pelnkux (opdaHHbIX) 3a00JIEBaHMM, JI€UEHHWE KOTOPBIX IMPOBOJUTCS 3a CUET
CpEeIICTB peruoHaibHoro Oromkera. [locine yctaHoBieHre quarno3a He0OX0UMO BKJIIOUEHHE MMallUeHTa
B PErHOHANIBHBIN CETMEHT PErucTpa MO KUZHEYTPOKAIOMUM peakuM (opdhaHHbIM) 3a00J€BaHUAM, C
LENbI0 JalbHEHIIEro oOecnedyeHrus HeOoOXOIMMBIM JIe4eOHbIM MHTAHUEM U JIEKapCTBEHHBIMU
npenapataMu. B pasHbIX pervoHax 3a BeAEHHE PErucTpa OTBEUYalOT pa3HbIE CIEIMAIMCTHI, HO Yalle
BCETO 3TO BPAYU-T€HETUKHU, TIOITOMY MOCIIE YCTAHOBICHUS JUArHO3a 00s3aTeNbHO HY>KHO OOpaTUThCA

K PETMOHAIBLHOMY Bpayy I€HETHKY.
Kak moryT momorarb poaHbie U 01M3Kue?

He 3a0bIBaliTe — OT CEMBM TaK)K€ 3aBUCHUT YCIeX JICHCHUS. HY)KHO CO6J'IIOI[3.TI> pPEKOMCHAAINH, HU
I[P KaKuX YCIOBUAX HC HOIIYCKATb «CPBIBOB» B JUCTOTCPAIIMHU, CICAYCT YACIATH BHHMAHHC
p€a6I/IJII/ITaI_II/II/I N IIJIaHOBBIM O6CJ'I€I[OB21HI/I$IM. Bce unenbl cembu JOJI’KHBI 3HAaTb, 4YTO pC6CHOK

HYXIAacTCs B 0CcO0OM MUTAHUH U OJIM3KHE POACTBCHHUKH JOJIPKHBI OCBOUTH HABBIKHU pacucTa AUCTLI.

PonuTenu nmanueHTa ¢ M30BajiepUaHOBOM allMaAypHeil, a B JaldbHEHIIEM U caM MalKeHT JOJKHBI ObITh
oOyueHbl TpaBWJIAM OpraHU3allUd TEpPaNuu B MEXIPUCTYNHBIM TEPUOA M B TEPUOI YIPO3bI

M€eTa00JINUECKOTO Kpu3sa.

VY pebenka npu cebe Bceraa JOHKHA HAXOAUTHCS MaMATKA C YKa3aHUEM HEOTJIOKHBIX MEPOIPUITHI B

nepruoa HAYMHAIOIICTOCA MEeTa00INIECKOrO Kpusa.

Hpunoxenue B2. IIpumep «IKCTPEHHOU MAMATKH»

JKCTPEHHAS MaMATKAa

Buumanue! IlanueHT yrpo:xkaem mo pasBUTHIO OCTPOro MeTa00IHMYE€CKOr0 KPpHU3a, CBSA3aAHHOIO C

HACJIeACTBEHHBIM 32001¢€BaHUEM.

1. Ilpu3HaKH 1eKOMIIEHCAIIUN:

- YTHETEHHE CO3HAHU,

- BSUTOCTb, C1a00CTh, COHJINBOCTH;

- IOSIBJICHUE WIHA yCWICHHE CyLOpOT;

- OecrnokoitHOe TTOBEIEHHE, MIIAKCHBOCTD;

- HApyLIEHUs BCKapMJIMBaHHUS, YaCThI€ CPHITUBAHUS, PBOTA;
- MIOBBILIEHHOE MOTOOT/EIIEHUE

- U'BMCHCHHEC MBIIICYHOI'O TOHYCA.



- 0COOBIHN 3amax «CbIpa», «KIIOTHBIX HOI» OT TCJIa

2. Iloka3zanus K rocnmurajamn3anvm:

- IPpU3HAKU JCKOMIICHCAIIUH

- MHOTOKpaTHasi pBOTa, Juapes;

- UTH(GEKIUHU C BBICOKOM JINXOPAJIKOA;

- 00€3BOKMBAHME.

3. Il;1an neiicTBUA:

IIpu nono3peHun Ha MeTa0OTUYECKUI KPHU3:

3.1. CyTouHas KaJlOpUUHOCTH pallMOHa yBelnunuBaeTcs Ha 25-50%.

3.2. YBenuuenue 6enka Ha 120% OT OOBIYHON HOPMBI 32 CUET UCIOIB30BAHUS CHEIMATN3UPOBAHHBIX

cMecel Ha OCHOBE aMHUHOKHUCJIIOT HE COACpIKAIIUX JICHITHH.

3.3. OrpannuunTh noctyruieHue aeiuua Ha 50% uiam yopaTh MOJTHOCTHIO B 3aBUCUMOCTH OT CTEIICHU

MPOSIBIICHUS] CHMIITOMOB Ha 24-48y.

3.4. oGecneunTh YacThle KOPMIICHHUSI HEOOIBIITMMU MOPIUSMHU B TeUeHHE 244acoB.

3.5. HpPI HaXOXJACHHUHN ITaUCHTA aO0Ma, YBCIIMYUTDH HOTpe6J'IeHI/Ie YINICBOAOB JIsI BOCIIOJIHCHHS

KaJIOpPUMHOCTHU 32 CUET pacTBOpa ACKCTPO3bI™* MM MaJbTOAEKCTPUHA (TPU UX OTCYTCTBUH — CJIAJIKHI

KOMIIOT, KUCEJIb)

Tabauna 16. CooTBeTCTBHE MEXy BO3pacTOM peOEHKa W 1030 AEKCTPO3bl ISl SHTEPAIbHOIO

MPUMEHEHUS TIPU MOI03PEHUN HA META00INUYECKUN KpHU3

[24]

Bo3pacTt P-p AekcTpo3sbl (%) ho3a Mn/kr/u ﬂg:;?(r/cy'r SHeprus Kkan/Kr/cyT
0-6mec. 15 7,7 183 110

6-12mec. 15 7,0 168 100

1-3r. 20 4,5 110 90

3-6n. 25 3,3 80 80

6-12n. 25 2,6 65 65

Nnn 6-12n. 30 2,25 54 65

12-15net 30 1,8 42 50

>15net 30 1,6 38 45

OO6muit 06beM pasnensercs Ha 12 TpueMoB U BBOIUTCS KaXKable 2 Jaca.




3.6. Tlpy HEBO3MOXXHOCTH OCYIIECTBIATh, MOACPKUBATh MEPOpPaIbHOE KOPMIICHHE, YCTAaHOBUTH

HaSOFaCTpaHBHBIﬁ 30HM.

3.7. Ilpu rocnuTanu3auu B CTallMOHAP, HAYaTh HEMPEPHIBHYIO HHY3uUI0 p-poM 10% nekctpossr** u3
pacdera: HOBOPOXKICHHbIE U AeTH 110 3-X JeT 10-12mr/kr/mMuH, ot 3 10 10 et 8-10 mr/kr/mMuH, crapiie

10 net 5-8 Mr/kr/MuH

3.8 KoHTpoOJIb aHAJIN30B:

- KIIIC, 351eKTpoInThl, aMMOHHMI

- 00IIMif aHaU3 KPOBU

- oTpejielieHue KeTOHOBBIX TEJl B MOYE

- onoxumuueckuit ananu3 kposu (KOK, AJIT, ACT, nroko3a, OunmupyOuH o011, IpsMOi, MOYEBHHA,

kpearuaud, ['T'T, LD, oOmuii 6enok, ansoymun, CPb, kanuii, HaTpuii, KaabIlul, XJI0P)
- CTIEKTP aMUHOKHCIIOT U allUJIKAPHUTHHOB
4. Benenue nmanueHTa Mocjae HEOTJI0KHOM CUTYAUH:

HpOI[OJ'DKI/ITI) BBCACHUC OCKCTPO3bI 0 CTa6I/IJ'II/ISaHI/II/I COCTOAHUMS, TIOA KOHTPOJICM ITIFOKO3blI KPOBH,

KIIC, ypoBHs neiiinHa, BaJuHA, U30JIEHIIMHA B KPOBU

[Ipn xKynupoBaHUM CHUMITOMOB META0OIMYECKOW EKOMIICHCAIIMH, CHIKEHWW 3HAYeHUH JeHIHa,
BEJCHUE MPOJAYKTOB COJEP)KAIMX HaTypalbHbIH O€NOK M3 pacuera ‘4 HEOOXOAMMOro CYTOYHOTO

o0beMa B MEPBBIN JICHb, 2 - HA 2-3-11 IeHb, 74 - HA 3-4-1 7eHb, Aajiee B TOJIHOM 00beMe



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

He npumenstorcs



