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Cnucok coxkpaieHui

BKC - 6os1e3Hb KJIEHOBOTO CHpOIIa

I'Sb-remarosnnedanrnyeckuii 6apbep

KHIC — KUCIOTHO-IIEI0YHOE COCTOSIHUE

K®K — kpeatnnkuHasa

JAH®I-tect — TecT ¢ AMHUTPOGEHUITHIPASHHOM

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus

MC/MC — tanieMHasi Macc-CIIieKTPOMETPHS

CPb — C-peaxTuBHbIi1 Oenok

VY3U — ynbpTpa3ByKOBOE UCCIIEIOBaHNE

[HHC — ueHtpanbpHas HEpBHAs cUCTEMA

BCAA - branched-chain amino acids (aMHHOKHCIOTBI C pPa3BETBICHHON LENbIO: JICHIIHH,
W30JICHIIMH U BaJIMH)

BCKD - Branched-chain Alpha-keto Acid Dehydrogenase (komruiekc GepMEHTOB AETHAPOTeHA3HI

anb(a-KEeTOKHUCIIOT C Pa3BETBICHHOM 1IETIbIO)



TepMuUHBI U onIpeaeJeHUus
FeMO)IHa.J'IHS — MCTOA BHCIIOYCYHOI'O OYMIIICHUSA KPOBHU, BO BPEMsS KOTOPOT'O IMPOUCXOJUT
YAAJICHHUC M3 OpraHnu3mMa TOKCHYCCKHX IIPOAYKTOB obMeHa BCIICCTB, HOpMaIU3alus
HapymeHI/Iﬁ BOAHOI'O U SJICKTPOJUTHOI'O 6a.]'IaHCOB, IIpH 3TOM OYHUIICHUE KPOBU OCYHICCTBIACTCA

Yyepe3 UCKYCCTBEHHYI0 MeMOpaHy ¢ MPUMEHEHHEM anmapara «MCKyCCTBEHHAs TOYKay.

Meraboanyecknii KpHM3 — KPUTHYECKOE, YIPOXKAIOIIEe JKU3HU  COCTOSIHUE,
CIPOBOLIMPOBAHHOE HEOIArONPHUATHBIME (PaKTOPaMHU, 00YCIABIMBAIONIMMH YCUIICHUE MTPOI[ECCOB
KJIETOYHOT'0 KaTaboJIM3Ma ¢ HAaKOIJICHUEM MPEUMYIIECTBEHHO JICUIIMHA U APYTUX aMUHOKUCIIOT €
Pa3BETBICHHON LIETIFI0O U MPOSIBIAIONICECS OCTPO BO3HHKIIEH SHIe(anonaTueil, AUCTOHHUEH,

cyaoporamMu, mpucTymnamMu pBOThbI, IPU3HAKAMU OTCKA MO3Ta.

HepI/ITOHeaJILHLIﬁ AUAJIU3 - MECTOJ BHCIIOYCYHOI'O OYUIICHUS KPOBU, BO BpEMs KOTOPOI'o
MPOUCXOOUT YAAJICHUEC U3 OpraHru3Ma TOKCUYCCKUX IIPOJAYKTOB oOMeHa BCIICCTB, HOpMAJIU3allUAd
Hap}IIHeHI/If/'I BOAHOI'O U 3JICKTPOJIUTHOT'O 6aﬂaHCOB, IIpU 3TOM OYHIICHUC KPOBH MMPOU3BOJUTCA 3a
CUET CMEHBI CIIELMAIbHBIX pacTBOpPOB B 6pIOI.HHOI>i II0JIOCTH, 4 B KAYCCTBC MeM6paHbI BBICTYIIACT

6pIOH_II/IHa manueHTa.

Huka Kpedca (ki TpukapOOHOBBIX KUCIIOT, IMKJI JTUMOHHOW KHCIIOTBI) — CIIOXKHBIH
UKINYECKH (epMEeHTaTUBHBIN Mpolecc, MPU KOTOPOM B OpPraHU3ME MPOMCXOIUT OKHUCIECHUE
MUPOBUHOTPAJHON KHUCIIOTHI ¢ 00Opa30BaHMEM YTJIEKUCIIOro rasa, BoJbl U sHepruu B Buje ATO,
3aHMMAaeT IEHTPaJIbHOE IOJIOKEHHE B 00Iel cucreMe oOMeHa BEIIECTB M DHEPrUH JKUBBIX

OpTraHHu3MOB.
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1. KpaTkas nHpopmManus no 3a00J1eBAHNI0 UM COCTOSTHMIO (rpynime
3200J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpeneaenune 3a00J1eBAaHUA UJIH COCTOAHNSA (FPVIILI 3200J1€BAHMIT HJIH COCTOSIHU)

Bouse3nb «kienoBoro cuponay (neiuHo3) (bBKC) — HacneactBenHoe 3aboneBanue u3
TPYINIBl  AMHUHOAIMIONATUH, OOYCIOBICHHOE JCPHIIMTOM JCTHIPOT€HA3bl KETOKHUCIOT C
pa3BETBICHHON II€TIbI0, NPUBOAALICE K HAPYIICHHIO METaboNM3Ma aMHHOKUCIOT JIeWInHa,
u30JIeiIMHa, BayinHA. 3a00JIeBaHNE XapaKTePU3yeTCs IUPOKUM KIMHUYECKUM MOTMMOp(PHU3MOM
OT TSDKENBIX (OPM, IPOTEKAIOIIUX B BHJIE OCTPOU MJIaICHYEeCKOH dHIIe]anonaTiu (OOIbITHHCTBO

clly4yaeB) J10 JIETKHX (opM, MaHH(DECTUPYIOIINX B TOAPOCTKOBOM Bo3pacte [3,4,6,10].

1.2 DTHOJ0rNa U NATOreHe3 3200J1eBAHNA WJIH COCTOAHUS (rPVINIbI 32001€BAHMI WJIN
COCTOSTHMI)

3a0oneBaHue BBI3BAHO Je(UIMTOM KOMILIEKCa (EPMEHTOB AETHAPOreHasbl anbda-

KeTOKHCIIOT ¢ pa3BeTBienHoi renbio (BCKD - Branched-chain Alpha-keto Acid Dehydrogenase),
o0OecrieunBarOIIMM  OKHCIUTENbHOE JeKapOOKCHIMpOBaHUE (BTOPOHM 3Tanm  Karabojau3ma)
AMHHOKCHJIOT C pa3BETBIICHHOM IIETIBIO: JIeHInHa, n3ojeinaa u BanHa (BCAA - branched-chain
amino acids). IToT MyabTU(GEPMEHTHBII KOMILIEKC, aCCOLMUPOBaH C BHYTPEHHEH MeMOpaHO
MHTOXOHJPHIA U COCTOUT U3 3 KATAIUTHYECKHX KOMIOHEHTOB: E1 (COCTOMT U3 2-X OTIENbHBIX
cyosequann Ela u E1B), E2 u Es u acconmupoBan ¢ 2 perynstopasiMu Gpepmerramu BCKD-
docarazoii u BCKD-kunazoii. Kopepmenrom Ela-cy0bequHNIIBI CITYy)UT THaMUH THpodocdar.
BKC o0ycnoBiena myranusimu B reHax, kogupyomux El, E2 u E3 komnonentst BCKD: ren
BCKDHA (Ela-cyobeannuiia) JOKaIN30BaH Ha [JUIMHHOM Tuieue XxpomocoMmsl 19 (19913.1-q13.2);
ren BCKDHB (E1B-cy0benununiia) - Ha KOPOTKOM ILiede XpoMocombl 6 (6p22-p21); ren DBT (Eo-
NPOTEUH) — Ha KOpPOTKOM Iuiede Xxpomocombl 1 (1p31); ren DLD (Ez-mpotenH) - Ha JUIMHHOM
wiede 7 xpomocombl (7(031-032). Tum HacienoBanus 3aboseBanuss BKC — ayTocomHO-
peuieccuBHbIi [3,6,10].

[TaTorenes 3a0oyieBaHMs CBSI3aH C HApyIIEHHEM OOMEHa M HAKOTUIEHUEM B OMOJIOTHUECKUX
KHJIKOCTSX aMHUHOKHCIOT C pPa3BETBICHHOW IETbIO, a TaKKe WX MPOU3BOJHBIX — 2-OKCO-
U30KAlPOHOBOM,  2-THAPOKCH-U30KANPOHOBOM,  2-OKCO-3-METHJIBAJIEPHAHOBOW,  2-OKCO-
U30BaJIEPUAHOBOM, 2-THAPOKCHU-U30BAJICPUAHOBOM U 2-THUIPOKCH-3-METHIIBAJIEPUAHOBOM KHUCIIOT.
OcHoBHON HeMpoTokcuyeckuit 3(PQPexT 0O0yCIOBIEH BBHICOKUM YPOBHEM JIEHIIMHA U €ro
MeTa0onuTOB. [HrepiedmHeMusT HHTHOUPYET TPAaHCIOPT TUPO3WHA, TpunTodaHa W APYrHX
HE3aMEHHUMBIX aMHUHOKHCIIOT 4epe3 remartosHuedanuueckuii 6apeep (I'9b) u, Takum obpazom,
OTPaHUYMBACT JOCTaBKY CyOCTpaTOB [Jsi CHHTE3a KaTeXOJaMHUHOB, CEpOTOHHMHA U Oeika B

TOJIOBHOM MO3I€, UTO BEJET K HEHPOMEIUATOPHBIM pACCTPOMCTBAM. BOJIBIITYIO POJIb B TATOTEHE3E
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UTpaeT KETOAlMI03, OCMOTHYECKAsl JUCPETYINSINs, TUIOHATPUEMHUS, OTeK W aTpodus TKaHU
MO3ra, BTOPUYHAs TMIIEPAMMOHUEMUS, HEJJOCTATOUYHOCTh TJIFOKOHEOTeHEe3a M THIOTJIMKeMHUs, a
Takke  JUCOYHKIUS  MUTOXOHJPHAIBHON  JABIXaTeIbHOW LEeNd U OKHUCIUTEIBHOTO
dbochoprnpoBaHus.

[Tpu 3a0oneBanuu, cBs3aHHOM c nedextoMm Esz-mporemHa, matorenes3 Ooyiee CIIOKEH.
VYka3zanHas CyObeIMHUIA CITYKUT KOMIOHEHTOM HECKOJIBKUX MYJIbTH()EPMEHTHBIX KOMIUIEKCOB:
JErUIporeHasbl KETOKUCIOT ¢ Pa3BETBICHHOM 1IETIbIO0, MUPYBATACTUIPOr€Ha3HOT0 KOMIUIEKCa U
0-KETOTJTyTapaTAECTHAPOTeHA3HOTO KOMIUIEKCa, MPUHUMAIONIMX Yy4yacTHe B MeTadoJu3Me
nupyBara u ¢yHkuuoHupoBanuu mwmkia KpeOca. CnexctBuem nedekra 3THX KOMIUIEKCOB
SIBJISIFOTCSL PACCTPOIMCTBA KJIETOUHON OMOAHEPTEeTUKH U JIAKTAT-AIU 03, TOATOMY JIaHHBIN BapHaHT
00BIYHO KJTaccU(UIIUPYIOT KaK MUTOXOHIpHUaIbHOE 3a0oneBanue [6,8,10].

Cxema wmerabonuyeckux HapyuieHuit, HaOmonatomuxcs npu BKC, mpencrasiena B

[Tpunoxenun A3.1.

1.3 DnuaemMuoa0rus 3a00J0eBaAHNA UJIHA COCTOAHUSA (rPyNnbI 32001eBAHNI UJIN COCTOSHMIT)

3abosieBaHUE SIBISACTCS MaHATHUYECKUM. YacToTta cpeau HoBopoxkaeHHbBIX 1:185000 [16]
B HekoTOpbIX momyisuusx BCTpedyaeTcss ¢ Oonblled YacTOTOM: yacToTa cpeau
KUBOPOXKJICHHBIX y eBpeeB-amkeHa3u cocraisier 1:26000, y ranuiickoro Hacenenus B Mcanuu-

1:52 500, y menHoHUTOB- 1:176.

1.4 Oco0eHHOCTH KOAMPOBAaHUSA 3200J1eBAHUS HJIH COCTOSHUSA (Tpynnbl 3200J1eBAHUNA MJIH

cOCTOSIHUI) M0 MeXIVHAPOIHOH CTATHCTHYECKOH KiaaccuuKAIMU 001e3HeHd M pooJieM,
CBSAI3AHHBLIX CO 310POBLEM

E71.0 — bone3Hp «KJIEHOBOTO CHPOIIA».

1.5 Knaccudukanus 3a60/1eBaHus MU COCTOSHUSA (IPYNNbI 3200/1eBAHMIT MU COCTOSIHUI)

Beinensior Heckonbko kiaMHHKO-TeHeTHueckux popm BKC B 3aBucuMocTu oT Bo3pacra
MaHH(]ecTalMM, TSHKECTH KIMHUYECKHX CHMIITOMOB M BO3MOXKHOCTH OTBETa Ha JIEUEHUE
HTuaMuHOM™™*:

O KJIacCH4YecKasl, WM HeoHaTallbHas (Hanbouiee yacras);
O TPOMEXYTOUHas;

O HUHTEPMHUTTUPYIOILIAS;

O THAMHH-3aBUCHMAS;

o o0ycnoBieHHas aehunuToM Ez-mpoTenHa U compoBOXKIAIONIASICS JTAKTAT-aI[U030M



1.6. Kinuguyeckass KApTHHA 3200J1eBaHNS MM COCTOSTHNSA (IPYNIbLI 32a00JeBaHNii HIH
COCTOSTHMI)

Knaccuueckas opma 3a0osieBanus U BapuaHT o0ycioBieHHbIH nedunutom Es-nporenna

OOBIYHO JIeOIOTUPYIOT B HEOHATAJIbHBIA MEPHUOJ, B TO BpeMsl KaK OCTaJbHBIE (POPMBI MOTYT
MaHH(]ecTUpoBaTh B JIIOOOM BO3pacTe C JIEKOMIIGHCAlMed B TEPUOJAbI IOBBIIIEHHOTO
KaTtaboau3Ma, MHTEPKYppeHTHbIX HHGpekuuii. KnuHuueckue Mmpu3HaKd KiIacCHYecKoil (Gopmbl
BKC, kak mpaBwiio, MposBISAIOTCS HAa NEpBOM Henene u3HU. [Ipu mManudecramuum sta dhopma
XapaKTepU3yeTcss TeHEPAIM30BAaHHBIMH CYIOPOraMH, MOBBIIIEHHOW BO30YIMMOCTBIO (pE3KHid
KpUK), OTKa3oM OT IMIIHM, YIOPHOW pPBOTOM, MBILIEUHBIM TUIEPTOHYCOM, IIpU3HAKAMU
o0e3BokuBaHUs. Bo30yxkIeHne CMEHSeTCs BSJIOCThIO, YTHETEHHEM IIEHTpajibHOW HEPBHOMN
CUCTEMbI, COMHOJICHIIECH, KOMOMW, TMOSBISETCS MapaJoKCalbHOE bIXaHHWe, CIaOblil MyJbC.
Ilepuonbl MBIMIEYHOTO TMIEPTOHYCA YEPEAYIOTCS C BBIPA)KCHHOW THMIIOTOHMEH. XapaKTepHBI
CTEPEOTUIIHbIE IBUKEHUS, TAKHE KaK «(PEeXTOBaHHE» U «€3/1a Ha BEJIOCUTIENIEN.

3abosieBaHre MPOTEKAET OUYEHb TSKEJIO U HEPEIKO MPUBOIUT K JETATLHOMY HCXOAY B paHHEM
JETCKOM BO3pacTe (OCHOBHOM MPUYMHON CMEPTH SBISETCS OTEK MO3Tra).

V nereii crapuie 1 rona Habm0gaeTCs 3a/1€pKKa IICUXOMOTOPHOTO Pa3BUTHS, YMCTBEHHAs
OTCTaJ0CTh, 00NN B SUTAaCTPUH, AaHOPEKCHS, PBOTA, MbIIIEUHAs CJ1a00CTh, U3MEHEHHBIH YPOBEHb
CO3HAHMS, HApPYyLIECHUS IBUKCHMS, AaTaKCHsl, NCUXUATPUUECKUE CUMITOMBI, 3PUTEMATO3HbIE
BBICHINIAHUS, YacTble MH(EKIMOHHbIE 3a00JIeBaHMs, CYJOPOXKHBIH CHHIPOM. OMH30/bI
MeTaboNINYeCKOl JEKOMIIEHCAallud MOTYT IPOBOLMPOBATHCA JIUXOPAJIKOH, HH(EKIHEH,
(GU3MYECKUMU YIIPOKHEHUSMH, TPABMOM WJIM XUPYpPTrUYecKUMH oneparmsmu [3,4,6,19,23].

WNutepmurtupyromas ¢opma 3aboneBaHus sBIsSETCS BTOPOH IO YacToTe IOCHe
KJIaccu4eckoil (hopMbl U MMeeT OoJiee JeTKy0 KIMHUUECKYo KapTuHy. [lalueHTs! pa3BUBaroTCA
B COOTBETCTBHH C BO3pacToMm 0 1-2 siet, kornaa Ha (hoHe HHTEPKYPPEHTHBIX 3a00JIEBaHMI U TIOCTIE
BBICOKOOEJIKOBOM  JMEThl  pa3BUBAIOTCA  AMM30/bl  METa0OJMYECKOW  JEeKOMIICHCAINH,
COTPOBOXKAAIOIIMECS HAPYIIEHUSIMU CO3HAaHUS (COMHOJICHLIMS, JIeTaprusi, Koma), aTaKCHew,
CyJ0poramu, crieliu(puIecKuM 3araxomM MouH (ciaaakuii, kapamenbHbiid) [14,23].

IIpomexxyrounass  ¢gopma  3aboneBaHUsl  XapakTepusyercs  mpobiemMaMu  co
BCKapMJIMBaHHUEM, 3a/I€PKKOM (PU3NYECKOr0 pa3BUTHUSI, 3a/1€PKKON IICUXOMOTOPHOTO Pa3BUTHUS,
MHTEJJIEKTYaJbHOM  HEIOCTaTOYHOCTBIO, CYIOpOraMH M JPYTUMH  HEBPOJOTHYECKUMU
HapyLIEeHUSMH, ONTMCAHHBIMU TIPU KJIaccu4eckoil hopme 3abosieBaHms.

TouHo HeW3BeCTHO, CYIIECTBYIOT JU (hopMa OOJIE3HH TOJTHOCTBIO YYBCTBUTENBHAS K
THAMUHY U HE Hy)XJarolascs B nuerorepanuu. Cuutaercs, 4To 3TH MAllUEHThl UMEIOT BBICOKYIO
octarounyto akTuBHOCTH hepmerTa BCKD ex vivo 1o 40% oT HOpMBI U KIMHUYECKOE TEUCHUE,

AHAJIOTMYHOE TPOMEXYTOUHOH (hopme. Ha ceromgHsmHuii 1eHb HH OJWH TMAIMEHT C «THAMHH-
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yyBcTBUTEIbHBIM» BKC He mnomywan nedeHue Ttonbko #ruamumHom™*. Tepanus BKiIrOYaeT
KoMOuHanu #ruamuHa** (mo3br ot 10 mo 1000 mr / neHb) ¢ IUETUYECKHM OTpaHUYCHUEM
pa3BeTBICHHBIX aMuHOKUCIOT [15,16,24, 38, 39].

Knuanueckas kaptuHa npu (opme 3aboseBaHus, o0ycioBiaeHHOW nedurnurom Esz-
MPOTEUHA, CXO0Ka C MPOMEKYTOYHOH (HOpMOIl OOJIE3HU «KIEHOBOTO CHPOIIA» 33 UCKIIOUECHUEM
paHo BBISBIISIEMOTO JIAKTAT-aIM103a. 3a00JIeBaHNE UMEET MUPOKUN (DEHOTHITMYECKUN CIIEKTP OT
paHHEH HEBPOJIOTMYECKOW MaHHdecTallud A0 HW30JUPOBAHHOTO IMOPAKCHHUS IICUYCHH,
MIPOSIBJISIONIETOCS BO B3POCIIOM BO3pacTe.

Jis  Bcex JeTel ¢ OOJE3HBIO «KJICHOBOTO CHPOIA» XapaKTepeH HEOOBIYHBIN
apOMaTUYECKHIA 3aImax MOYH, OMMCAHHBIN KaK 3armax KJICHOBOTO CUPOIIa WM 3arax KapaMeH.

JuddepeHnnanbHblid IMarHO3 CIEeAyeT MPOBOIUTE C THIIOTTTUKEMUYECKUMU COCTOSHUSMHU
(HampuUMep  TMIEPUHCYIUHH3MOM), MEHHUHTUTOM, SHIE(QaJIUTOM, THUIIOKCHYCCKUMHU
MOPAKCHUSIMA ~ [IEHTPAJLHOM HEPBHOW CHCTEMBI, BHYTPUYCPEITHBIMUA KPOBOM3IUSHUSIMH,
BHYTPUYTPOOHBIMH HWH(EKIUIMA W  HACJICJCTBCHHBIMH HAPYIICHUSIMH OOMCHA BEIIECTB,
KOTOpBIE  TPOSIBISAIOTCS B HEOHATANBHBIM  mepuoa: AehUIUT OeTa-KeTOTHOJIA3BI,
HapyIICHHUE [IUKIIa MOYEBHUHBI, IJIULMHOBAs sHIedamonaTus (HEKeTOTHYECKas
TUIEPIIIMIMHEMUS), C APYrdMU (popMaMu aMHHOAIUAONATHI W OPraHWYSCKUX aIlUIAypHId,
MUTOXOH/IpHAJIbHBIMU OOJIE3HSIMU U JIeTeHepaTUBHbIMU 3a001eBanusmu LIHC.

BrisiBneHre MalMeHTOB TpHU MPOBEACHWM HEOHATANbHOTO CKPUHHHTA 3HAYUTEIHHO

CHIYKAeT PHUCK YMCTBCHHOW OTCTATIOCTH, ICUXUYECKUX ¥ COMATHYECKUX HapyIieHwuii [8, 26].

2. InarHoCcTUKA 3a00J1eBaHNs WIN COCTOSIHUS (TPyNINbI 3200/ 1€ BAHNI UK
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA M NPOTHBONOKA3AHUSA K IPUMEHEHHU IO
METO/I0B IMATHOCTUKH

Kpurepusamu ycranosnenuss HapymeHuid bBKC sBusercss XxapakTepHoe HW3MEHEHHE
KOHIEHTpallusl aMHUHOKHCIIOT JIEWIIMHA, U30JIeHIHA, BaJlHa B KPOBH, a TaKK€ COOTHOILIEHUS
JAeHIUH+M30IeHIIMH/aTaHiH, BaJUH/(peHWIaJaHuH U JeHIMH+130eHIuH/(heHnIaTaHuH B KPOBU
Y BBISBJICHUE ITATOTCHHBIX BAPHAHTOB B COOTBETCTBYIOIINX I'€HAX B TOMO3UTOTHOM / KOMITAyH/I-

TCTCPO3UTOTHOM COCTOSAHUU

2.1 /Kaao0bl 1 aHaAMHe3

Ilpu coope anamnesa u sHcanob peKkoOMeHO08AHO 0OPAMUMb BHUMAHUE HA.



OMAOUJeHHBI CeMEUHbI aHamMHe3 (Hanuuue 8 cemve 00NbHO20 ¢ NOOMEEPHCOEHHBIM
ouaznozom BKC, nanuuue 6 cemve ciyuas CuHOpOMa «8HE3ANHOU CMEPMU MAA0EHYA»)
BHe3aNnHoe YXyouleHue CoOCmMosHus Ha (hone noaHo2o 300posvs uiu OPBHU,

HapyuweHus 8CKapMIUBaAHUS,

yacmuole CpuleUBAHUS

psomy;

VeHemeHue CO3HAHUsL,

8A710CMYb, CIAOOCb, COHIUBOCHIb,

cyoopoau,

becnokotinoe nosedeHue, NIaKkCusoCmyb,

no8blUEeHHOe NOMOooOmOoeleHue,;

MBIUUEYHYIO 2UNOMOHUIO/MbIUUEYHDLL 2UNEPINOHYC;

HeNnpou360.1bHble/HACUTbCIBEHHbIE O8UNCeHUs («ghexmosanuey u «e30a Ha eerocuneoey),
CAOKo8amMulll 3anax mouyu/mend,

Hauano zabonesanus 6 oemckom eo3pacnie moocem ObImb C8:A3AHO CO Cﬂedyiomwwu

Gaxmopamu:

o

o

ynompebieHue 00abUL020 KOauvecmada DeaKosol Nuui;,

OnumenvHoe 20100aHue, HeONPABOaHHble 0ZPAHUYEHUs 8 Oueme, HU3KAs KATOPULIHOCTb
nUWes020 payuoHda,

UHMEPKYPPEHMHbLE ~ PECRUPAMOPHbIE  UIU  HCETYOOUHO-KUUUEYHbIE  UHDEKYUOHHbLE
3abonesanus;,

lezlii’l/ﬂleCKaﬂ UiU NCUXOIMOYUOHANIbHAA HACD)Y3KA.

2.2 duzukajabHoe 00cae10BAHUE

Iayuenmy c nooospenuem na bKC crnedyem npoeecmu  ¢usuxanvroe oociredosanue, oopawas

BHUMAHUE HA qbus’uqeacoe u ncuxuveckoe paseumue, mypecop KOdHCU, MbIUEHHBLL MOHYC U

HeoObIYHbIL  3aNax MOYU U KOJICU, NOXONCULL HA 3ANAX KIeH0B020 cupona.

Ilpu ocmompe HeobX0O0umMo obpamums 6HUMAHUE HA OCHOBHblE (DUIUKATbHBLE

NnpOA6IEHUA:

HeoHamanbHblil Nepuoo
8AT10CMb, COHIUBOCb,

Hapywenue coO3Hanus (conop, Koma);
cyoopoau,

psoma, omkas om eovl,

anmos;

nomep:Aa maccovl meia, 3a0ep9fc1<a qbu3uuecz<020 paszeumust,
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—  3a0epicKa MOMOPHO20 pa36UMUSL,

—  MblieuHas 2UNOmMoHUsL,

—  nupamuouvie  HapyuwleHusi  (NOBbIUEHUE  CYXOICUIbHBIX — peghiekcos,  Haiuyue
Namon02U4ecKux CMonHbIX 3HAK0B),

— mpemop;

—  Henpou3sBoibHble/HACUIbCMBEHHbLE 0BUNCEHUSA («exmosanuey u «e30a Ha 8elocuneoey);

—  KIUHUYecKue NPU3HAKU cencucd.
Jlemu nepewix nem yncuznu

—  9NU300UYEeCKU BO3HUKAOWAS PEOMA,

—  3a0epaAcKa NCUXOMOMOPHO20 U PEYe8020 PA3GUMUSL,

—  U3MeHeHUe MblUeUHO20 MOHYCA,

—  nepuoouueckas amaxcus, mpemop;

— cydopoeu;

—  UHCYIbMONOOOOHbIE COCNOAHUA.

1100po6HO dannble husuxanbHo2o 06C1e008aHU ONUCANBL 8 PA30ele KKIUHUYECKAs KAPMUHAY.

2.3 JIaGopaTopHbIe TUATHOCTHYECKHE HCCAST0OBAHUS

° Pexomenayercst BceM manueHTaM ¢ kianHM4YeckuMu npuszHakamu BKC umccnenoBanue
KHCIIOTHO-OCHOBHOTO COCTOSIHHSI M T'a30B KpoBH (B T.4., UCCJIEIOBAHHE YPOBHS BOIOPOIHBIX
nonoB (pH) kpoBu, uccnenoBanue ypoBHsI Oy(epHBIX BEIIECTB B KPOBH), YPOBHS TIIFOKO3BI B
KPOBH, YPOBHSI HATPHUS B KPOBH, YPOBHS MOJIOUHOM KUCIIOTHI (JTaKTaTa) B KPOBH, YPOBHS aMMHaKa
B KPOBH, KETOHOBBIX TEJI B MOYE JKCIPECC-METOJOM C IEJIbI0 TUATHOCTHKH METa0OTUICCKIX
HApYIICHUNH WX KOPPEKIMH, OIpeNeJeHUs] TAaKTUKU NadbHEHIero BeIeHHUs, TUHAMHUYECKOTO
Ha0moaenus [3, 4, 6,8, 15].

YpoBeHb yOeAUTETbHOCTH 0Ka3aTeNbCTB — C, yPOBEHDb J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.
Kommenrapum: y nayuenmos ¢ BKC 6 nepuoo memabonuueckoco Kpuza onpeoensiemcs
Memabonudeckuli  Kemoayuoos,  UNOHAMPUEMUsl,  SUNO2TUKeMUS,  2UNepamMMOHUEeMUs,
conpogodicoarowuecs yepo3oll omeka Mo3ea u mpeoyowjue UHMeHCUSHOU KOPPEKYUU BbIAGIEHHbIX
Hapyuwenutl. Mccredosanus 6 ciyuae 0Cmpoco COCMOAHUL HE0OX0OUMO NPOBeCmuU 8 CPOUYHOM
nopsoke.

. PexoMeHnayeTcsi mpoBefeHHe 0OO0MIET0 (KIMHUYECKOTO) aHaIM3a KPOBU Pa3BEPHYTOTO

(reMOr100MH, KOJMYECTBO 3PUTPOIMTOB, I[BETOBOM IIOKa3aTellb, KOJWYECTBO JIEMKOILIUTOB,
11



TPOMOOIIMTOB, NeHKouuTapHas (GopMmysia U CKOPOCTb OCEJaHHUS SPUTPOLMTOB) IMALUEHTAM C
kiuHu4YeckuMu nposiBieHussMu bBKC Ui OleHKH OCHOBHBIX MapaMeTpOB KPOBETBOPEHUS U
HAJIMYHs BOCIAJIMTEIBHBIX IIporeccos [24, 31].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTedbCTB — C, ypOBEHb JOCTOBEPHOCTH /10KA3aTeIbCTB- O.
KommenTapuii: nposooumcs 6 npoyecce OuHamuiecko2o Haba00eHus, Yyacmoma onpeoessaemcs
UHOUBUOYATILHO.

o Pexomenayercss mnpoBereHHe OOLIEr0 (KJIMHUYECKOrO) aHAIM3a MOYM NAIMEHTaM C
KJIMHUYECKUMH mposiBiieHussMU BKC 115 OlIeHKH COCTOSIHUSI MOYCBBIBOISIIMX MyTeH U moyek [24,
31].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
KommenTapmii: nposoodumcs 6 npoyecce OuHamuiecko2o Habo0eHus:, 4acmoma onpeoesiemcs
UHOUBUOYATILHO.

o PexoMenayercsi mpoBeeHNEe OMOXUMHUYECKOTO aHAIN3a KPOBH OOLIETEParieBTHIECKOTO
(rroko3a, oOmwmii Oenok, OenkoBble (pakiuu (KMCCIeTOBaHUE YPOBHS albOyMHUHA B KPOBH,
onpejeNeHue anbOyMUH/TIO0YIMHOBOTO COOTHOUICHHS B KpOBHU), OOLIWH, CBSI3aHHBIA U
CBOOOJHBIA OMIMPYOWH, XOJECTepWH, TPHUTIHLIEPHUIBI, JHUIIONPOTEUABl HU3KOH M BBICOKOU
IUIOTHOCTU (MCCIIEI0BaHUE YPOBHSI JIMIONPOTEUHOB B KpOBHU), mienodHast ¢ocdaraza (D),
ramMa-rmrotTamuiarpadenentuiaza (I'TT), kpeaTuHuH, MoYeBHHA, allaHMHAMUHOTpaHC(epasa
(AJIT), acmapraramuHoTpaHcdepasza (ACT), kambiuii oOIWMI M MOHU3UPOBAHHBIN, HATPUH,
Kanui, HeopraHudeckuii docdop, xenezo u gepputuH, CPB) mauueHtam c KIMHUYECKUMU
nposiienusiMu BKC uist ornieHk# (yHKIIMOHATIBHOTO COCTOSIHUSI BHYTPEHHHUX OPTaHOB, HATUYHUS
MH(DEKIIMOHHBIX OCIIOKHEHUI U HyTPUTUBHOTO CTaTyca marueHra [24, 32].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.
KommenTapuii: nposooumcs 6 npoyecce ounamuyecko2o Habar0OeHus, Yacmoma onpeoesiemcs

UHOUBUOYATILHO.

° PexoMeHayeTcsi KOMIUIEKCHOE OIPEACICHUE KOHICHTPAIlMd Ha aMHUHOKHCIOTHI |
AI[MJIKAPHUTUHBI B KPOBU METOAOM TaHJeMHOH Macc-criekrpomeTpuu (TMC), KOMIUIEKCHOE
OTpENIEIICHUE COJCPKAHUS OPraHMYECKUX KHCIOT B MOYE TMAlMeHTaM C KIMHHUYCCKHUMHU
nposiienusamMu BKC ¢ 1eipro OHOXMMHYECKOT0 TIOATBEP:KICHHS qruartHo3a [3,6,8].

YpoBeHb yoeauTeIbHOCTH 10Ka3aTeIbeTB — C, ypOBeHb 10CTOBEPHOCTH J10KA3aTEJILCTB- 5.
Kommenrapuii: npu BKC nosvliwaemcs konyeHmpayus aMuHOKUCIOM JEUYUHA, U30JelYUHA,
BANUHA 6 KPOBU, A MAKICe COOMHOWEHUS JetYUuHTU301etiyut/aNanut, 8aluH/QeHulaianun u
JetyuH+u3onetyun/eHunananun, 6 mode HabIo0aemcs NOBbIUEHUE IKCKPeYUl OP2aAHUYECKUX

KUCOM - 2-0KCO-U30KANPOHOBOU, 2-2UOPOKCU-U30KANPOHOBOU, 2-0KCO-3-MeMUNBAIepUaroBol, 2-
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OKCO-U308AN1EPUAHOBOU,  2-2UOPOKCU-U308ANIEPUAHOBOU U  2-2UOPOKCU-3-MeMUNBALEPUAHOBOL
Kucnom. Bosmooicnvie konebanus KOHyeHmpayuu aMuHOKUCIIOM 8 nla3me KpOosU NpeodCcmasiieHsl 8
npunodicenuu A3.6. Ilposooumcsi 6 npoyecce OuUHAMUYUECKO2O HAOMIOOEHUs, Yacmoma
onpeoensiemcs UHOUBUOYATbHO.

. Pexomennyercsi nposenenue ananmu3a reaoB BCKDHA, BCKDHB, DBT u DLD Bcem
MaUeHTaM ¢ KIMHHYECKUMHU U OnoxumMudeckumu rnpossiieHusMa BKC ¢ 1einpio MoneKynspHo-
FCHETUYECKOTO MOATBEPKACHUs auarnosa [3, 5, 6, 49].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTedbCTB — C, ypOBEeHb JOCTOBEPHOCTH 10KA3aTeIbCTB- O.
KommenTapuii: HeoOxooumo uccredosanue KoOOUpYyIOWUX U NPULELAIOWUX UHMPOHHBIX
oonacmeni eenos BCKDHA, BCKDHB, DBT u DLD wmemooom maccosoeo napannenvhozo
CEeKBEHUPOBAHUA (AHAIU3 IK30MA Uiu mapeemmuvie nawenu). Haubonee uwacmo ecmpeuaromcs
mymayuu 6 2ene BCKDHB (~60% 6cex cnyuaes), 603MOAICHO HAYaAMb UCCIE008aHUe C IMO20 2eHd
Mmemoodom cexgenupogarnus no Ceneepy. Mymayuu 6 cene DLD 6edym k ocoboti popme bonesHu,
KOMOpAs paccmampueaemcs Kak mumoxonopuaivroe 3adonesanue. Ilpu nooospenuu na bKC,
VUUMBIBAsl PUCK PA3BUIMUS HCUSHEY2PONCAIOWE20 COCMOSHUSA, JledeHue credyem HaAYuHamo 00
8bIABNEHUS MONEKYIAPHO-2EHEMUYECKOU NpuduHvl Oonesnu. B cayuae npumenenus memooos
MOJIEKYIAPHO-2eHEeMU1eCcK020 UCCIe008aAHUS NPU  NOOMBEPHCOCHUU OUACHO3A HEe0OX00UMO
obcnedosanue pooumenetl NAYUEHMA HA 2emepo3ucomHoe HOCUMeNbCMeE0 GbIAGIIeHHbIX MYMAayull
€ NOCe0yIoWUM UCNOIb308AHUEM Pe3YIbMamos 00C1e008anUs. NPU NPOBEOeHUU NPEHAMATbHOU

ouaznocmuxu 6 ungpopmamuenvix no bKC cemwvsx [1,3,4,5].

2.4 HNHCTpYMEHTAJIbHBIE THATHOCTHYECKHE HCCIEI0BAHUS

° Pexomenayercst mpoBeeHHE MarHUTHO-PE30HAHCHOM TOMoOrpaduu TOJOBHOIO MO3ra
nanueHTam ¢ KauHudeckuMu nposisieHussMu bKC (0co6eHHO B oCcTpblii EpHOJ U MPU HATUYUU

HEBPOJIOTMYECKOM CHMITOMATHKH) C LIEJIBIO BBISIBICHHS IPU3HAKOB OTEKa TOJIOBHOTO Mo3ra [12].
YpoBeHb yOeauTebHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB- 4.

KommenTapwmii: Hapxoz no noxasanusm. Y nayuenmoe ¢ BKC moeym ommeuamvcs rax
oughpysnvie, max u 10KAIbHLIE OMEKU MKAHEL 207108H020 MO32d. JIOKaIbHblE OmeKU Y NayueHmo8
¢ BKC 6 ocnosnom 3ampacusarom benoe 8euyecmso Mo3xiceuKka, Cmeon mosea, 01eoHsll wap,
eéHympennioro kancyry u maramyc [11,12]. Ilposooumcs 6 npoyecce Ounamuueckoeo

HAbA00eHUsl, HeOOXOOUMOCMb U YACMOMA ONpedelsiemcs UHOUBUOYATbHO.
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. Pexomenayercst mpoBeneHHE HeWpocoHOrpapuu MalueHTaM C  KJIMHUYECKUMU
nposiBinenusiMu - BKC  (ocobeHHO B OCTpBIi THepuoj M NpU HAJTHMYUU HEBPOJIOTHYECKOMN
CHUMIITOMATHKH) C IEJIbIO BISBJICHHSI TPU3HAKOB OTEKA T'OJIOBHOTO Mo3ra [42, 43].

YpoBeHb yOeAuTEeIbHOCTH 10Ka3aTedbCTB — C, ypOBEHb JOCTOBEPHOCTH /10KA3aTeIbCTB- 4.
KommenTapmii: gvis61sa10mes sxoepaguueckue npusHaku omexa 201081020 mos2a. [upgysnoe
NOBbLULEHUE IXO2EHHOCTNU NAPEHXUMbL 20T08HO20 MO32d, CHUMNCEHUe OughepeHyuposku 60po30 u
U3BUNIUH, WelegUuOHble TUKBOPHble npocmpancmed. lIposooumcesa 6 npoyecce OUHAMUYECKO20

HAbOA00eHUsl, HeOOXOOUMOCMb U YACMOMA ONPeOelsiemcs UHOUBUOYATbHO.

° Pexomenayercst npoBeaenue anekrposnuedanorpadpuu (3317) manuenram ¢ BKC npu
HAIMYUU HEBPOJIOTHYECKON CHUMITTOMATHKH TSI BBISIBIICHUS SIUJICITHYECKON aKTHBHOCTH (TIpU
JMArHOCTHKE M Jajiee MPH HAIWYKE CYJIOPOXKHOr0 cuHapoma) [23, 33].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapuu: 6 mom uucre I3 ¢ eudeomonumopuncom. Ilposooumcs 6 npoyecce
OUHAMUYECK020 HAOII0OEHUs, He0OX00UMOCTb U YACTOMA ONPeOeisiemcs UHOUBUOYATIbHO

° PexoMenayeTcs mpoBeicHUE YIBTPa3BYKOBOTO uccienoBanus (Y3U) opranos OpromHon
nojioctH maruerTaM ¢ BKC nist BoIsiBIeHUS opakeHus reuenu [32].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuii: npogooumcs 6 npoyecce ounamuuecko2o HabI00enus, Yyacmoma onpeoessemcs

UHOUBUOYATILHO.

. Pexomenayercst oneHka cocrtosHuss nodek nanueHtaMm ¢ BKC  mpoenenue
yABTPA3BYKOBOT'O MCCIICOBAHMUS TTOYEK C IENBIO BBISBICHHS CTPYKTYPHBIX HapyiieHui [32].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapmii: nposooumcs 6 npoyecce ounamuyecko2o Habar0OeHus, Yacmoma onpeoesiemcs

UHOUBUOYATILHO.

. PekoMennoBaHo perynsipHoe MpoBejeHue sxokapauorpaduu mnanueHtam ¢ bKC s
CBOEBPEMEHHOM JTMarHOCTUKY MAaTOJIOTHH cepana [44].

YpoBeHsb yoenutelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 4)
KommenTapuii: nposooumcs 6 npoyecce ounamuyecko2o Habar0OeHus, Yacmoma onpeoesiemcs

UHOUBUOYATILHO.
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2.5 Unble AUATHOCTHYECCKHE MCCICA0OBAHUA

KoHcynbTanuu CHoenuaiucToB MOTYT OKa3bIBaThCS MAlMEHTaM Ha Pa3HBIX 3Talax OKa3aHWs
MEAMIIMHCKOW MTOMOIIH, B TOM YHCIIE€ B IEPUOJ JTUATHOCTHKYU 3a00JI€BaHUSI.

. PexomenayroTcsi 11 AMAarHOCTUKM MalnueHTOB ¢ nopo3peHueM Ha BKC npumeHnsaTs
MYJIbTUAUCHUILTUHAPHBIN OJIX0/] B BUY TOTO, YTO 3a00JI€BaHUs XapaKTEPU3YIOTCS OPAXKEHUEM
MHOTHUX OpPraHOB U CHUCTEM, TpeOyeT KOMIUIEKCHOW TepamuH, 4YTO IUKTYeT HEOOXOAMMOCTh
COBMECTHOT'O BEJICHHUS IMAIMCHTA CHICHMAIMCTAMH Pa3HbIX mpoduieii [1,6, 17].

YpoBeHnb yoeaurteabHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 5)
KomMeHnTapuu: nokasanvl nepguunsie u noSMopHvle KOHCYIbMAYUU 6paia-2eHemuKd, epaid-
ogpmanvmonoea, 6paua-Hesposo2a, 6pPaAvaA-cACMpPOIHMEpPONo2d, 6paia-ouemonoad, 8payd-
9HOOKPUHON02d, 8PAYA-KAPOUOI02d, 8paAydA-0emCKo20 Kapouonoad, 8pada-Hepponoza, 6paya-
neouampa, epava-mepaneema;/ 6paia oowjell npaKmuKkuy (cemetino2o 8pava), pava-ncuxuampa,
MEOUYUHCKO20 NCUX0102d, d makKdice 8pavell Opyeux cneyuaibHocmel NayueHmam, uUmeruum

Hapywernus ¢yHKl/;MIZ coomeemcemeyruyux opeanos U cucmem

3. JleueHue, BKJIHOYAsI MeIMKAMEHTO3HYI0 U HeMeTUKAMEHTO3HYI0 Tepanum,
AMETOTEpPanuIo, 00e300,1uBaHNe, MeAMIUHCKUE IOKA3AHUS H
NMPOTUBONOKA3aHNUS K NIPMMEHEHUI0 METOI0B JIeUeHUsI

Cmpamezus neueHus 3aKn04aemcst 8 CHUNCeHUY 00pa308anus MOKCUUHbIX MemaboIumos,
npeosicoe 6ceco, NeUyuHa, a MaKdxice U30NeUYUHa U BalUHA, NPeOYyNnpedCOeHUuu pazeumus
Kemoayuoo3a, NopadceHus HEPEHOU CUCMEMbl U BHYMPEHHUX OP2AHOE ¢ 0becneveHuem npoyeccos

aHaboONUIMA, HOPMAILHO20 POCMA U HYMPUMUBHO20 CIMAmMYyca 0emell.

3.1 KoncepBaTuBHOE JIeYEHHE

3.1.1 Oo01me NPUHIMILI KOHCEPBATUBHOIQ JICYEHUS

o PexoMeH10BaHO NTallEHTaM C KIIMHUYECKUMU IIPOSBICHUAMU, XapakTepHbIMU 111 bKC
OTPaHUYUTH TMOCTYIUIEHHE Oenka (B TOM 4YMCIE A0 TMOJyuyeHHs Ja0OopaTOPHBIX pPEe3yJbTaToB,
MOJTBEPKIAIOIIMX 3a00JIEBaHUE): C LEINBIO MTPEIOTBPAILICHHS pa3BUTHS META00IMYECKOT0 KpU3a
[1,4,6,10]

YpoBeHb yOeIUTeILHOCTH 10Ka3aTeJIbCTB — C, ypOBEeHb 10CTOBEPHOCTH 0KA3aTeJILCTB- 5.
KoMMeHTapuM: nockonbKy paszeumue MemadOIUuecko2o Kpusa MOdCem Hnpusecmu K
HeoopamMuUMbIM USMEHEHUAM CO CIOPOHbL HePEHOU cucmeMmsl, npu nooospenuu na BKC cnedyem

co6pamb 5u0Mamepuaﬂ ons npoeedeﬂuﬂ OUOXUMUYECKO20 mecmupoearus u samem nepeesecmu
15



nayueHma Ha NUMauue ¢ HUSKUM COOepicanuem Oeika (MUHUMATbHGIL 6e30NACHbI YPOBEeHb
benka npedcmasnen 6 Ilpunosicenuu A3.2) npu smom obecneuums 00CMAMOUHOE KOIULECMBEO
Kanopuil. [ 0emeil nepeoco NOxy200Usl JHCU3HU NPUMEHSeMCs 2pyOHOe BCKAPMAUBAHUE UTU
BCKAPMIUBAHUE OEMCKUMU MOJIOYHBIMU CMECAMU C HUBKUM cooepacanuem benxa (1,2 -1,3 2/100
M 80CCMAHOBNEHHO20 NPOOYKmMa), 011 Oemeu cmapwe 6 Mmecsiyes — UCKIIOUeHUe
8bICOKODENKOBLIX NPOOYKMOG (Msco, meopoe, pvlba) u3 payuoua. buoxumuueckue mecmol
nposoosimcsi 6 meyenue 3-7 OHell, a MonekyisipHo-eeHemuyeckue UucCCiLe008anus Mo2ym
nompebosamuv oxono 2- 3 nedenv. Ilosmomy, HeobXooumo umobvl 6 35mom nepuoo pedeHoK

Haxoouicsi Ha Huzkobenkosou oueme [1,2,8].

° Pexomenayercss mnocie noxareepxkiaeHuss amarHo3a BKC Bcem mnanmeHTam crporoe
OorpaHuveHue Oellka HaTypaJbHBIX MHILIEBBIX MPOAYKTOB C IIEIbI0 CBEIACHHUS K HEOOXOIUMOMY
MUHHUMYMY TIOCTYIUICHHUE B OpraHu3M aMUHOKHCIOT JICWIIMHA, W30JICHIIMHA, BaJlMHA.
[1,2,3,5,8,15,24]

YpoBeHb yoeauTeIbHOCTH 10Ka3aTeIbeTB — C, ypOBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB- 5.
Kommenrapun: OcHogHbie npuryunsl CneyuaiusuposanHol Ouemomepanuu KI04am:

O cmpocoe ocpaHuyeHue OeIKa HAMypPaIbHbIX NUUEBbIX NPOOYKMOE C Yelbl0 C8e0eHUs. K
HeoOX00UMOMY MUHUMATLHOMY HOCMYNIeHUe 6 OpPeaHU3M AMUHOKUCIOM JeUyuHd,
uzoneuyuna, 6anuna. Jna Oemell Nepeo2O  NONY2O0US  JHCUSHU —OCPAHUYEHUe
PACRPOCMPAHAEMCsT HA MAMEPUHCKOe MOJOKO, A0anmuposanHble MOJLOYHbIE UTU
coesble cmecu, 0Jis1 Oemell 6Mopo2o NOLY200UsL HCUSHU U CIApULe — 3anpen Ha 86e0eHue
8 Kauecmee NPUKOPMA 6bICOKODENIKO8bIX NPOOYKMO8 (Msca, pulOvl, meopoea, Auy,
MOJIOYHBIX NPOOYKMO8, 60008bIX U M.O.);

O obszamenvHas  Komnencayus — Oeuyuma  Oeika  3a  cuem  UCNONb308AHUS
CReYUANUBUPOBAHHBIX CMecCell HA OCHOBe AMUHOKUCIOM 0e3 JleliyuHa, u3oneuyund,
8ANUHA, COOMBEMCMBYIOWUX BO3DACIHbLIM HNOMPEOHOCMAM peOeHKAd 6 OCHOBHBIX
NUWEBbIX Bewecmeax u dSHepeuu. B Hauane neuenuss u 6 nepuod memadOIUYecKux
Kpuzos 6 meuenue 24 — A48 wuacose (He Oonee!) ucnonvzoeamsv MONBLKO
CReyuanu3uposanuyio cmecy amuroxuciom [15];

O obecneyeHue 0OCMAMOYHOU IHEPSEMUYECKOU YEHHOCU PAYUOHA OJisl NOOOEPHCAHUS
npoyeccos aHaboIusMa 1 npedomepaujeHus AKmusayuy Kamaboiuzma,

O obecneyeHue nayueHma 00CMAMOYHBIM KOAULECMBOM HCUOKOCTU,

O OpobOHble KopMIeHUsl Oe3 ONUMeNbHbIX Nepepbleos 80 uzbedcanue 20100anust, 0COOEHHO

¥ 0emeti 2pyOHO20 U paHHe20 803pacma;
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O obyyeHue pooumenell NpAGULAM OP2AHUZAYUU OUEMOMEPANUU 8 MENCNPUCTIYNHbBIL

nepuoo u 8 nepuoo yepo3vl MemaboIuUyecKko20 Kpusd.

° PexoMenayercss oO0mmii OElOK JIe4eOHOTO palioHAa B MEXIPUCTYIHBIA TEPHOJ
naruentam ¢ BKC paccunThiBaTh HCXOsI U3 BO3PACTHBIX MOTpeOHOCTel manuenTa ([IpunoxeHue
A3.2), a Takke C yYETOM TOJICPAHTHOCTH TMallMeHTa K OEJNKy B 3aBHUCUMOCTH OT (DOPMBI
3a0oieBaHus U TsHKECTH ero TeueHus [1,8].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
KommenTapum:

o K6oma 0OenKka HAmypaibHblX NPOOYKMOS HA3HAYAEmCs C Y4emoM MUHUMATbHOU
nomMpeOHOCmU 8 NAMO2eHeMUYEeCKU 3HAYUMBIX AMUHOKUCIOMAX — JleliyuHe, 8anune, U3oaeuyure
(IIpunoocenue A3.2) u ¢ ywemom codepiicanusi aetyuna 6 Hamypaivbhvlx npooykmax (1 2
HamypanibHo2o Genka codepacum om 50 0o 80 me neliyuna) u obecneuugaemcs 3a cuyem
HU3K00EIKOBbIX NPOOYKmMOo8 (0eowell, pyKmos, cneyuaiusupo8anHulx HUKOOEIKO8bIX KPYN U
npooykmos Ha ochose Kpaxmana). Kosgguyuenm koumsepcuu neviyuma npeocmasne 8
npunodicenuu A3.3;

o C yenvilo KomneHcayuu oOeguyuma OeIKa UCNOAb3VIOMCA CHeYUAIU3UPOBAHHbLE
NPOOYKMbL HA OCHOB8E AMUHOKUCIOm Oe3 netiyuna, uzonetuyuna u saiuna (Ilpunosxcenue A3.3) u
000a8KU OMOENbHBIX AMUHOKUCIOM BAIUHA U US0JEUYUHA,

Ipumepusiii cymounvlii HAOOp NPoOyKmMos 0iisi pebeHKa OOWKONIbHO20 803PACA NPUBEOeH 8

Tpunooscenuu A3.3.

° Pexomennyercsi 00aBiIcHUE W30JICHIIMHA W BaJMHA C IOMOIIBI MOHOJI00aBOK
COOTBETCTBYIOIMX aMHHOKHUCIIOT BceM mnarrentam ¢ BKC ¢ 1ienbio BocmomHeHHs HX aepuIrTa
[1,2,15,24].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTeIbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB- 5.
Kommenmapuu: Eciu nabniooaemcs peskoe CHudceHue u3onetyuna u eaiuna 8 niasme Kposu,
Mo MO2YM Pa38U8amMbCsl OCIONCHEHUSL 8 UOE MSNHCEN020 IHMEPONAMUUECKO20 AKPOOEPMAMUmMa
u mecanobaacmuot anemuu. Ilpumeprnas 0oza uzonevyuna u/unu éanuna 30-95 me 6 cymru (6 dsa

npuema) ¢ yenvio no00epI’canusi ux ypoeHs 6 cvigopomke kposu He Hudice 200-400 mxmonv/n

[15,24]

o Pexomenayercs Ha3HaueHHe #TuaMuHa B J1eueOHbBIX Jo3upoBKax nanuentam ¢ BKC mpu
THAMHMH3aBUCUMOW (opMe 3a00JIeBaHUsl B KaueCTBE KO(AKTOPHOU Teparnuu C LENbI0 CHIKEHHS
ypoBHs JieiinuHa B miasme [15,21,24, 38, 39].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, ypOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.
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Kommenrtapuu: Tepanus exnouaem xombunayuio #muamuna 6 mabiemkax (0036t om 10 0o
1000 me / 0env) C Ouemuueckum ocpanuderuem paseemeieHHblx amunokuciom. Hauanonas 0o3za
#muamuna cocmasnsiem 50-200 me/ cym, komopyio nayueHm noiyuaem 6 meuenue I mec ¢
oyenxou BCAA 6 nnazme u/unu monepanmuocmu k ouemuveckum BCAA. B cnyuae
YY8CMBUMENLHOCIU K #MuUamuny e2o npuem ciedyem npoooiicums Ha QoHe 0cpaHuyeHus: 8

payuone npooykmos, cooeprcawux BCAA. [15, 38]

° PexoMenayercs HazHaueHMe #IeBoKapHUTHHA BceM manueHTaMm ¢ BKC mpu orcyrcTBUM
MEIUIIUHCKUX TPOTUBOTIOKA3aHUH C LIEIbI0 YCHIICHHSI CBS3bIBAHHSI META0OIUTOB aMHHOKHUCIIOT C
pasBeTBiIeHHOM 1enbio [1,4, 8,10,40].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
KommenTapuu: #1esoxapuumun HazHauaemcs Ha OaumenbHulil cpok (3-6 mec.).

Haszuauarom #nesoxapnumun o6viuno uz pacuema 50me/xe/cym (& 2-3 npuema 8 meuenue cymox)
[1,4, 810, 34]. Oonaxo Oaunas 0o3upoexka ObLlA pACCYUMAHA 8 PAHHUX UCCIEO008AHUAX C
yuacmuem 02paHuienHo20 YUcia npoaedeHHbIX NayueHmos. B nacmoswee epems uemxux OaHHbix
06 onmumanvrol 003e #resokaprumuna y nayuenmos ¢ BKC nem. Yuumvieas npeononacaemoe
He2amueHoe 8030eliCmeUe PeCmpUKmMuGHoU Ouemvl, NOMPeOHOCMb 6 #1e6oKapHUmMuHe ModiCcem
bvimsb 6osee vicokotl [40].

° PexomenayeTcsi CHMIITOMAaTHYECKOE JIeUeHHe dmuiienichu y manueHToB ¢ BKC cormacHo
KJIMHUYECKUM PEKOMEHIAIMSIM «JMUICTICUS U SIMHICHTHUECKUIN CTaTyC Y B3POCIBIX U JIETCH» C
eSO KOPPEKIIMU cuMIToMaThke [51].

YPOBCHB yﬁelll/ITeJ'lLHOCTH A0Ka3aTeJIbCTB — C, YPOBEHDL JOCTOBEPHOCTH J0KA3ATECJIbCTB- 5.

3.1.2 JleyeHue B nepuo MeTadoJJu4ecKoro Kpusa

Ilpu yepoze unu 6 ciayuae pazeumus memabOIU4ecK020 Kpuza JjaedeHue OO0NHCHO
HAYUHAmMbCs He3aMeO0nUmenbHo.

Jleuebnvie meponpuamusi HanpasieHvl HA NpeKpawjeHue 00pa3z08aHusi U HAKONJEHUs.
MOKCUYHBIX OP2AHUYECKUX COeOUHEHUUl U @blgedeHue ux u3z opeauvuzma. Taxmuka nedeHus
nayueHmos 8 nepuoO0  Kpusa  6KIOYAem — KOPpeKyuro  Ouemomepanuu,  6bleeoeHue
HAKANIUBAIOWUXCS  OP2AHUYECKUX — KUCIOM,  KOpPeKyuio  mMemaboniudecko2o  ayudosd,
UNEPAMMOHUEMUU U BOOHO-INEKMPOIUMHBIX HAPYULEHUL, IHEP2emuyeckylo Nnoo0epiHcKy U

CHUJNCEHUS UHMEHCUBHOCMU NPOYECCOB8 Kamabonuzma.

° PexoMenayercsi HKCTpeHHAass TOCHUTAIM3alUs W HE3aMEUIMTENIbHOE TPOBEJICHUE
WHTEeHCUBHOM Tepanuu nanuentam ¢ BKC mpu yrpose uiam B ciiydae pa3BUTHS META0OIUIECKOTO
kpu3a [1,9].
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YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 0KA3aTeJIbLCTB- 4.
Kommenrapumn: Jleuenue memabonuuecko2o Kpusa 00ANCHO HAYUHAMbCS HE3AMeOIUMENbHO NpU
NOsGNEeHUU CUMNMOMo8. Memaboauueckue Kpusvl, gedywjue K KpUMUYECKUM, VePOICAeMbIM
JHCUBHU COCMOSIHUAM, NPU OONIe3HU KIEHOB020 CUPONA XAPAKMEPUVIOMCL OCMPO 803HUKAIOWeEl
9HYepanonamuet, CONPOBOHICOAIOUEICS CYOOPO2AMU, NPUCIYNAMU MHO2OKPAMHOU pPEOMbl,
npU3HaAKamu omeka 20106H020 Mmo3sza. CocmosiHue Oemell ObICMpPO YXyoulaemcs, 6njioms 00
Kombl. Moowcem umemv mecmo cunociuKemus, SUNOHAMpUEeMUsl, NPUSHAKU MemadoIuiecko2o
ayuoosa. Ilposoyupyrowumu HebOIA2ONPUAMHBIMU DAKMOPAMU, KOMOPble 00YCI06IUBAIOM
pazeumue y nayuenmog ¢ BKC memabonuyecko2o Kpuza asusaomcsi.

[l npuem Oenka, neuyuna, u3oNeUYUHA U BATUHA 6 KOIUYECMBe, NPesbIUAOUeM

MONEPAHMHOCMb OP2AHUBMA O0IbHO2O pebeHKa;

[ Hedoedarue, HU3KAsL KATOPUTIHOCHb PAYUOHA,

[l unmepkyppenmHvle pecnupamopuvie UL HCeNYOOUHO-KUUEUHble UHQDEKYUOHHbLE

3abonesanus u opyaue paxmopul, nposoyupyrouue Kamaboausm,
Tsoicecmv  cocmosinus, 21asHbIM  00pA30M, 0OYCI0GIEHA BbIPAICEHHBIM MemadOIUYecKUM

Kemoauudowm, eunOHampueMuezZ, y2p0301/7 omeKa mo3eda.

o Pexomenayerca nanuentam ¢ BKC B mepuon merabosnnyeckoro Kpusa NEpeBECTH Ha
NUTAHNE UCKITFOYATEIBHO CMECHI0 aMHHOKHUCIIOT O€3 JIellnHa, BaIMHA, N30JICHIINHA, HO He OoJiee
yeMm Ha 24-48 yaca C 11eNbI0 CHIYKEHHsI ypOBH Jieinnna [15,24].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTeNbCTB — C, ypOBEHb J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.
KomMmeHTapum: npu Hanuuuu cpovleusauutl, peomvl, OmMKA3a OmM eO0bl — KOpMJeHUue yepes
Ha302acmpanbhbli 30H0 unu 2acmpocmomy. Coonrodams pexrcum OpoOHbIX U YACMbIX KOPMIAECHUL

¢ npomedcymramu mexcoy Kopmaenuamu 2-3 uaca.

o Pexomenayercst uepe3 24-48 yaca mocine OTMEHBI HATypaldbHOro Oenka (B TMEpPHOL
MeTabonmuueckoro kpusa) manueHtamM ¢ BKC mocTenmeHHO BBOAWMTH MPOIYKTHI, COAEpIKAIlue
HaTypaJbHBIN OEJOK C IEeNbI0 MPEAOTBpAIeHNs KaTa0oin3Ma U 00ecredeHus: He0OXOIMMBIMU
HyTpueHTamu [ 15,24].

YpoBeHb yoeaUTETbHOCTH 10Ka3aTeNbCTB — C, ypOBEHDb J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.
KommenTapuu: 6enxu 6goosamces uz pacuema % Heobxooumozo cymounoz2o oovema — 6 nepavlii
Oenv, ¥ - na 2-3-ui denwv, ¥ - 3-4-11 denw, danee 6 nonnom obveme. cmouHuKomM HAmMypaibHO20
berka  0ns  Oemell  NePBbIX — WECMU — MeCAYe8  HCUSHU  ABIAEMCs  MAMepUHCKoe
MONIOKO/A0AnMUpOBaAHHAsL MOJIOYHASL CMeCh, OJI Oemell 8Mopo2o NOY200Us HCUSHU — MAKHCe

HU3K00Oe1Ko8ble NPOOYKMbl NpUKOpMa, 05l 0emell cmapuie 200a — HU3K0OenKogvle HamypaibHble

19



npooyKmul (Kpynol, 060U, PyKmMsl, pacmumenbhbie MAcia) U Cneyuaru3uposantsvle npooyKmol
Ha OCHOBe KPaxmaios.

Ipu Hanuuuu cpvleusanuil, peomsl, OMKA3A OM e0bl — KOPMIAECHUE Yepe3 HA302aACMPATbHbIL 30HO
unu eacmpocmomy (ycmaumoska eacmpocmomot). Cobarodams pedxicum OpPOOHBIX U HACHbIX
KOPMIIEHUIl C NpoOMedCymKamu medxncoy xopmaenusmu 2-3 yaca. Cymoumwlii yposeHv Oeaka —
IKBUBANIEHMA DOIHCEH ObIMb He HUdCe 6€30NACHO20 YPOBHS, NPU IMOM He0OX0OUMO obecnedums
svicokokanoputinoe numanue (Ilpunosicenue A3.2) ¢ yenvto chudiceHUss 06PA3068aHUSL MOKCUUHBIX
Memaboiumos.

o PexoMenayercsi 100aBjICHUE WM KOPPEKIHS 103bl U30JICHIIMHA M BaJIMHA C TTOMOIIBIO
MOHO/I00aBOK COOTBETCTBYIOIIMX aMUHOKUCIOT BceM mnanueHtam ¢ bKC B mepuon
MeTabO0JIMYECKOr0 Kpr3a C 1eIbI0 MHHIMOMpOBaHUs iepexo/a jeiimna yepe3 ['9b [15, 24].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB- 5.
Kommenmapuu: no uekomopvim OaHHbIM, Onazconpusmuuvlil 3¢hghexm Oaem noooepaicanue
U30MeUYUHA U 8ATIUHA 8 KPOBU HA 8bICOKOM YPOBHE, YUMo c030denm KOHKYPEeHYUIo 05l mpancnopma
neuyuna 6 kiemxy. [lozuposka uzoneuyuna u/uiu saruna cocmaegisem 80—120 me 6 cymxu (8 0sa

npuema) [24].

o PexoMeHnayercss mpu IMOJO3PEHUH HAa META0OIMUYECKUH KpU3 M OTCYTCTBMM PBOTHI
o0ecreynTh BBICOKOKAJIOPUITHOE SHTEpalibHOE NMHTAaHHE 3a CUYET HCIOJIb30BAaHUS PAcTBOPOB
#71eKCTPO3bl, TTFOKO30MOJIMMEPHBIX PacTBOPOB (MaJbTOJIEKCTPUH) B JONOJHEHHE K CMECH Ha
OCHOBE aMHHOKHCIIOT C LIeJIbI0 TpeoTBpanieHus karadonusma ([Ipunoxenue A3.2) [22,24].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.
KommenTapum pacuem npoussooumcs, ucxoos us xaroputinocmu 1 2 yeneeooos = 4 kxkan, 1 2

Manemoodekcmpuna npupasnusaemcsi K 1 2 yenesooos [1,2,3].

° Pexomena0BaHo: BHYTPUBEHHOE BBEJCHHE pacTBOpa JEKCTPO3bI*™

MOJT KOHTPOJIEM ee
YPOBHS B KPOBH MPH Pa3BUTUU META0OIMYECKOTr0 KpH3a, a TAKXKe JUIMHUIOB (3KUPOBBIX dIMYIIbCUN
TSl TAPSHTEPAILHOTO ITUTAHHMS) U uHcynmHa U ero aHaioros (AL0A) mpu HEOOX0JMMOCTH, € IENTBI0
BOCTIOJTHEHHSI JHEPreTUYEeCKOr0 OOMeHa W TPEAOTBPAIICHUS pPa3BHTUS HEBPOJOTHUECKUX
Hapymenwii [1,2,3,22,24,25,50].

YpoBeHb yOeaUTETbHOCTH 10Ka3aTeNbCTB — C, ypPOBEHDb J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.
KommenTapuu: Buympusennoe e6sedenue 10% pacmeopa oOexcmpozvl™  u3z pacuema
HOB0pOoCcOeHHble U Oemu 00 3-x ntem 10-12me/xe/mun, om 3 0o 10 nem 8-10 me/ke/mun, cmapuie

10 nem 5-8 me/xe/mun. C yenvio obecneuerus 00CMamoyHoU KaiopuiuHOCmuy U npedomsepauetusl

Ype3MepHOU 2uopamayuu u 2emoOUrIOYUlY, 603MONCHO 68edenue Tunudos (dcupogovie SMynbCuu
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01 napenmepanvrozo numanust) 0o 2elkelcymru (0,4mnlkeluac 20% p-pa). Eciu y nayuenma
PA36UBAEMCSL 3HAUUMENbHAS 2UNeP2IUKeMUst (Hanpumep, YPOo8eHb 2II0K03bl 8 Kposu 6oabuie 250
Me/On) ¢ enoxo3ypueli U UMeomcs NPU3HAKU Memadoauyeckol 0eKoMneHcayuu, mo ciedyem
paccmompems  803MONCHOCMb Hauana un@ysuu #uncyruna pacmeopumozco (ueroseueckozo
2eHHO-UHIICeHEPHO20) **) emecmo chudiceHusi ckopocmu un@ysuu oexcmposwvl™*, cnocobcmeys
anabonuveckomy cocmosanurw. Hauanvnas 0o3a 0ns ungysuu Huucyiuna pacmeopumoco

** cocmasnsiem 0,01 ME/ke/mun. Yposenv #Huncynuna

(uenoeeuecko2o 2eHHO-UHICEHEPHO2O
pacmeopumozo  (4enoB8eyecKk020  2eHHO-UHNCEHEPHO20)* ™  ciedyem  mumposamv, 4mooObl
HO00EPAUCUBAMD YPOBEHD 2H0K03bL 8 Kposu medicoy 100 u 150 me/on.

° Pexomenayercst Ha3HauaTh #OHAaHCETPOH™* mpu MeTabomyeckoM kpu3e Ha pore BKC
10 TIOKA3aHHSM C IEJIbI0 YCTPAHEHHSI IOBTOPHBIX MPHUCTYIOB pBOTHI [17].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTeNbCTB — C, ypOBEHb J0CTOBEPHOCTH /I0KA3aTEIbCTB- O.

KomMmenTapuu: nasnauaemcs suympusenno 6 0oze 0,15 me/ke kaxcovie 6—8 uacos.

° PexoMenayeTcsi KOppEKIUs METaOOIUIECKOTO ali103a MpH METa0OIMYECKOM KpH3e Ha
¢doue BKC myrem BHYTpHBEHHOI'O BBEJCHHUS MIEI0YHBIX pacTBopoB [1,10, 45].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
KommenTapum: 011 xoppekyuu memaboiuyeckoeo Kemoayuoo3a UCNOIb3VIOMCS pacmeopbl
Hampus euopoxapbonama™*. Hampus cudpokapoonam™* npumensemcs 6 suoe 8,4% u 4,2%
pacmeopa 0ns  yoobcmea nepepacuema na mmony NaHCO. Eeo 0Oo3zupoeka (Mmons)
onpeoensemcs no gopmyne: (-BE) x macca mena (x2) X 0,3. Kpome moco, nayuenmam
DpeKoMeHOyemcs welouHoe Numove — pacmeop coovl uz paciema -1 uaiinasa nosxcxka na 200 mn
8000, WeNI0YHbLE MUHEPATIbHbIE B0O0bL.

B 3asucumocmu om msoicecmu cocmosiHus Heooxo0umo Kaxcovie 6-12 yacog Konmpoauposams
nOKa3amenu KUCIOMHO-0CHOBHO20 COCMOSIHUSL KDOBU, YPOGHS HAMPUsL U KAUSL 8 KDOBU.

B cmyuae  Oexommencuposannozco  memaboiuuecko2o  ayudo3a, He  No00auecocs
MEOUKAMEHMO3HOU — mepanuu, Npo8OOAMCs  Memoobl  IKCMPAKOPNOPAIbHOU — KOPPeKyuu
eomeocmasza  (Hanpumep, 2emMoouanu3, NePUMOHEAIbHbll OUAIU3, 2eMoouapuiIbmpayus

npoonennas (6eno-eenosnas)) [45, 46, 47, 48].

° Pexomennyercst narmentam ¢ BKC nononmHuTensHas MeIUKaMEHTO3HAsE KOPPEKITUS MPU
YpOBHE aMMHaKka B KpoBH BbIlie 200 MKMOJIB/JT C 1IENBIO BBIBEICHHS U30BITOYHOTO KOJIHYECTBA
naHHOTO MeTabosuta [9, 24].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeNbCTB — C, yPOBEHb J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.
KommenTapuu: /lpu yposue ammonus 6 kposu sviuie 200 MKMOIb/I HA3HAYAIOMCSL NPenapamsl,

cnoco6cm6y;0u;ue 6b16€0EeHUIO AMMOHUA, Hanpumep benzoam Hampu:s (5u0ﬂ02ulleCKM aKmueHa:
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dobaska) u3 pacuema 250me/ke/cym (makcumanvuo 0o 500me/xe/cym, ecau macca mena
npesviaem 20 k2 0o 3,52/m?/cym). B 3asucumocmu om msicecmu cocmosnus Kaxcovie 6-12

4aco8 HeoOX0OUMO KOHMPOIUPOBAMb YPOBEHb AMMUAKA 8 KPOBU.

3.2 Xupyprudeckoe Je4yeHue

° Pexomenayertcst mpu HU3KOH 2((HEKTUBHOCTH MPOBOIUMOTO KOHCEPBATUBHOTO JICUCHUS
narueHTaMm ¢ BKC paccMoTperh BO3MOXKHOCTH TPAHCIUIAHTAIIMM TEYCHH 1O >KH3HECHHBIM
nokazanusm [8, 27].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeNbCTB — C, yPOBEHD J0CTOBEPHOCTH I0KA3aTEIbCTB- 4.
KommenTapuii: 5KC omnocumcsa Kk HacreOcmeeHHbIM 00Ne3HAM 00MeHa 8ewjecms, KOmopule
MOJCHO — KOPPEeKmupoeamv  MpaHcniaumayuen  neyeuu.  Ipancnianmayusi — neyeuu,
npedomepawjaem Kamacmpoguueckue nospestcoeHusi Mosed, Komopwle Mo2ym GO3HUKHYMb 80
8pemMsi  MemaboIuUYecKol — UHMOKCUKAYUU, U OCMAHABIUBAEm  NpPOSPeccuposanue
HetpPOKOSHUMUBHBIX HAPYUWIeHULl, HO He KOpPPeKmupyem pauee Cyuwecmseosasuiue KOCHUMUBHbIE
napywenus [8]. Pucku xupypeuueckoeo emewamenscmeéa u NOOAGNCHUS UMMYHUMEMA He
OMAUYANUC, OM  MAKOGLIX Ok Opyeux  NeOuampuyeckux nayueHmos, NnepeHecuiux
mpancniaumayuto [27]. [dns nayuenmos, ycnewiHo nepeHecuiux mpaHchIaHmMayulo nedeHu,
PEKOMEHOYemCsl pacuiupums Ouemy u obecneyums noMoub 6 nepexooe Ha PaculupeHHyo ouemy

€ MOHUMOPUPOBAHUEM AHMPONOMEMPULECKUX NoKazameneu u Hympumuenoz2o cmamyca [1,3].

3.3 UHoe jgeyenne

° Pexomenyercsi pacCMOTPETh POBEJICHUE MTEPUTOHEATHHOTO AUANIN3a HIIH TeMOHaTH3a
Opd  OTCYICTBHHM  OBICTPOl  IOJOXKHTENBHOH pEeakIuu Ha HMHTCHCUBHYIO TEparuio,
COXPaHSIOUIEMCS KETOAIN103€ U TUTIEPAMMOHUEMUH ITpH MeTabonnueckoM kpuse Ha ¢pone BKC,
s 6osee 3pPEeKTUBHOTO BBIBEJICHUSI TOKCHYHBIX METa0OIUTOB [4].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.

3.4 TI11aHoBOE ONIEPATHBHOE BMEIIATEILCTBO, AHECTEe3Hsl.

e Pexomenayercsa nauverntam ¢ bBKC mepen mpoBeneHneM omnepaTUBHOTO BMEIIATENbCTBA,
AHECTEe3UH, KOHTPOJIb TMoKa3aTeNel o0mero (KIMHUYECKOr0) aHaIu3a KPOBHU, UCCIEIOBAHUS
KHCJIOTHO-OCHOBHOTO COCTOSIHMSI U Ta30B KPOBU C IEJbI0 HCKIIIOUEHUS METa0OIU4eCcKOon
JeKoMITeHcanuu [25].

YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- S.
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° Pexomenayerca mnanueHraMm ¢ BKC Bo BpeMs MOATNOTOBKM K XHPYPrHUYE€CKUM
BMEIIATEeIbCTBAM, MPOBEACHUS AHECTE3UOJIOTMUECKUX MOCOOMH W B JPYTrUX Clydasx, KOrja
TpeOyeTcs YAJIMHUTH NEPUOJ TOJOJIaHUSl HMCIOJIb30BaTh BHYTPUBEHHOE BBEICHUE PAaCTBOPOB
JEKCTPO3BI**C 1EJIbI0 MPEIOTBPAIECHUS Pa3BUTHS MeTaboInyeckoro kpusa [25].

YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
Kommenrapuii: unghysuonnaa mepanus 6 cnyuasnx, mpeoyrowux yoiuHeHue nepuood 20100anus,
pacmeopuvl 0ekcmpo3svl** esooamces uz pacwema HO80podcOeHHvle u demu 0o 3-x aem 10-

12me/ke/mun, om 3 0o 10 nem 8-10 me/xe/mun, cmapuwe 10 1em 5-8 me/ke/muH.

4. MeqMuMHCKas peadMIUTALMSA U CAHATOPHO-KYPOPTHOE JieueHue,
MeJINIUHCKUE MOKA3aHUA U MPOTHBONOKA3AHUSA K IPUMEHEHUI0 METOA0B
MeIUIUHCKON peadWIuTalum, B TOM YHCJIe OCHOBAHHBIX HA MCI0JIb30BAHUN
NPUPOJHBIX Je4eOHbIX (PAKTOPOB

. Pexomenayercs mnaunuentam ¢ BKC npoBeaeHue peaOMIMTALMOHHBIX MEPOIPUSTHUH,
HANpaBJICHHBIX Ha COLUMAIBHYIO aJalTalfio, MOJJCp)KaHWE W pPa3BUTHE KOTHUTHBHBIX U
UHTEJICKTYabHbBIX QyHKIHH [35].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB — 5)

o Pexomenayercss mammentam ¢ BKC mnpoBeneHne TNCHUXOIOTMYECKOW TMOANECPKKA U
0oOydYeHUs pOJWTENICH TpaBHJaM OpPTaHW3aI[MU MOMOIIM W JUETOTEPAIMA B MEKIPUCTYITHBIN
MIEPHOJI U B MIEPUOJI yTPo3bl MeTaborueckoro kpusa [17, 36].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3ATEIbCTB — 5)

5. lMpodpuiaakTuka U AMCNaHCEPHOe HADJIIOeHHe, MeUIIMHCKHE MOKA3aHUs U
NMPOTUBONOKA3AHUA K NPMMEHEHUI0 MEeTOA0B NMPOPUIAKTUKH

5.1. IpodbuiakTuka

C 01.01.2023 B Poccuiickoii @enepaniii NPOBOIUTCS PACIIMPEHHBIN HEOHATAJIbHBII
CKPUHUHT C LI€JbI0 paHHEW IMarHOCTUKU psijia HAacleACTBEHHBIX 3a00JieBaHHM, B TOM YHUCIIE
00JIE3HN «KIICHOBOT'O CHPOTIa».

o Pexomenayercsa mipueM (OCMOTp, KOHCYJIbTallMsl) Bpada-TeHETHKAa CEMbSIM  IIOCIIE
yCTaHOBJIEHUsI quarHo3a nanuentam ¢ bKC ¢ menbro pa3bsiCHEHUH T€HETUYECKOTO PHUCKa,
00CYXIeHUs] BO3MOYKHOCTEH MPEHATAIbHON U IPEUMILIAHTAIIMOHHON qUarHOCTHKH [17].

YpoBeHnb yoenutenasHocTu pekoMmenaanuii C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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° Pexomenayercsi oOcienoBanue poauteneii manmueHta ¢ BKC ¢ menbro BBISIBICHUS
TeTepO3UTOTHOTO HOCUTEIHCTBA paHEe BBISIBICHHBIX MyTAlMH € MOCIEIYIOIINM UCIOJIb30BaAHUEM
pe3ynbTaToB O0CIEAOBaHMS TMPU TMPOBEACHUM IMPEHATAIbHOW W NPEUMILIAaHTALIMOHHOU
nuarnoctuky [17].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapwuii: ['enemuueckuii puck noemoproco poogicoenus pebenxa ¢ BKC 6 cemve

cocmaensiem 25%.

° Pexomennayercs nposenenne odcnegopanusi Ha BKC nersim 110060r0 Bo3pacta u3 cemei,
UMCIOIIMX MAIIMEHTOB C TAHHBIM 3a00JIeBaHHEM (B MIEPBYIO O4epellb, OPaThsi M CECTPHI MAIIMCHTA)
¢ nenbio uckmouenus BKC [17].

ypOBeHb Y6eIlI/ITeJ'leOCTH A0Ka3aTeJIbCTB — C, YPOBE€HL JO0CTOBEPHOCTHA N0Ka3aTEC/ILCTB- 5.

° Pexomenayercsi ¢ 1elbl0 NPOQUIAKTHKA Pa3BUTHS METaOOIMYECKUX  KPH30B
uHopMUpOBaHHe poauTenell (MM 3aKOHHBIX mpeacTaButeneil) nauuenta ¢ BKC o xapakrepe
3a00JieBaHMs, MPOBOLUPYIOMIMX (aKTOpax | MPEIBECTHUKAX KpH3a, BO3MOXHBIX €ro
nocieacTBusx [17].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o Pexomenayercs mnanuentam ¢ BKC npoBoauth mporIaKTHYECKYHO0 BaKIIMHAIMIO TI0
HAIMOHAILHOMY KaJICHJapI0 MPUBUBOK, BKIIIOYAs BAKIIMHAIIMIO IPOTUB TPHIIIIA U POTABHPYCa, C
COOIOIGHEM Mep TPEeIOCTOPOKHOCTH, B TOM 4YHCIE, Ha (OHE CTPOTOro BBIMOTHEHHS
JTMETUYCCKHUX U JICYeOHBIX HA3HAUCHHH C 11eJbI0 (DOPMUPOBAHKSI IMMYHHOM 3allIUThI OpraHU3Ma
oT MH(MEKINIA U MPEeOTBpAIleHHs Pa3BUTHsI MeTabonueckux Kpu3zos [30].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KomMmeHTapum: sakyunayuro yenecooopazno nposooums CReYuarucmamu, UMerowumu onsim
pabomel ¢ NAYUEHMAMU C MemAaboIuyecKumMu OONe3HAMU, UAU NoO0 UX Kowmponem. B
NOCMBAKYUHATILHOM Nepuoode ciedyem NPUCMAaibHO HAOII00amb 3a NPUSUMBIMU C NOBMOPHBIM
usMepeHuem memnepamypvl meid, 4mo HeoOX0OUMO O/l He3amMedIUmenlbH020 HAZHAYeHUs
arcapononudicaoueli. mepanuu npu ouasHocmupogaruu auxopaoxu >38,0°C, (napayemamon™*

unu, ubynpoghen™*).

5.2 /lucnancepHoe HA0JI0eHHe
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e Pexomenayercss mpoBefeHHE OOIero (KJIMHUYECKOTO) aHajiu3a KpPOBH Pa3BEPHYTOTO
(reMOrI00MH, KOJMYECTBO SPHUTPOIMTOB, IBETOBOH IMOKA3aTelb, KOJIUYECTBO JICHKOITUTOB,
TPOMOOIIUTOB, JICUKOLIUTapHAst PopMysia U CKOPOCTh OCEIaHuUs SpUTPOUTOB) manueHTaM ¢ BKC
JUIS OLICHKH OCHOBHBIX ITApaMeTPOB KPOBETBOPEHUS U HAIMYHS BOCHAIUTEIbHBIX MPOLIECCOB |3,
24].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeNbCTB — C, ypPOBEHD 10CTOBEPHOCTH I0KA3ATEIbCTB- 5.

Kommenrapumu: Kpamnocmv npogedenus amaniu3os ONpeoeisiemcs COCMOAHUeM pebeHKd.
Obviuno oanuvle uccaedosanus nayuenmam ¢ BKC npoeodsmcs ¢ wacmomoti. Kaxcovie 6
Mecsayes nayueHmam 0o 6 iem, kadxcovie 6-12 mecayes nayuenmam cmapue 6 niem. Ho 6 nepuoo
UHpeKYUOHHbIX 3a001e8aHUll, NPU Yepo3e Memaboiuyecko2o kpusa — He pexce 1 paza ¢ 7-10

OHell.

e PexoMenyeTcsl poBesieHne o0LIero (KIMHUYECKOro) aHainu3a Mouu namueHtam ¢ bBKC mns
OLIEHKH COCTOSHHS MOYEBBIBOASAIIMX MMyTeH u mouek [24, 31].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTeNbCTB — C, ypOBEHb J0CTOBEPHOCTH /10KA3aTeIbCTB- O.

Kommenrtapun: Kpamnocme npoeedenusi ananuzoe onpeoensemcs coCmosHueMm pebeHKa.
Obviuno oanmvle uccaedosanus nayuenmam ¢ BKC nposoosamcs ¢ wacmomotui: kadxcovie 6
Mecayes nayuenmam 00 6 1em, kadxcowvle 6-12 mecayes nayuenmam cmapuse 6 iem. Ho 6 nepuoo
UHGeKYUOHHbIX 3a001e8anUll, NpU yepose Memabonuiecko2o kpuza — He pedice 1 pasa ¢ 7-10

OHell.

e Pexomenayercst TpoBeneHHE OWOXMMHYECKOTO aHAIM3a KPOBH OOIIETEPArieBTUYECKOTO
(rroko3a, oOuuit Genok, OenkoBble (pakiuu (MCCleAOBaHHWE YpOBHS ajlbOyMHHA B KPOBH,
onpeseneHue ambOyMUH/TIIOOYTMHOBOTO COOTHOIICHHS B KpPOBHU), OOIIMH, CBSI3aHHBIA U
CBOOOJHBIN OMIMPYOMH XOJECTEpUH, TPUIIMLEPUIbI, JUIOMPOTEHIbl HU3KOH M BBICOKOM
IUIOTHOCTU (MCCIIeIOBaHUE YPOBHS JIMIONPOTENHOB B KPOBH), IIenaouyHas (ocdaraza, ramma-
[IIyTaMUJITPAHCIIENTHAA3a, KPEaTWHHWH, MOYEBHHA, alaHWHaMuHOTpaHchepaza (AJIT),
acnapratamuHoTpancdepaza (ACT), kanpiuii oOmUKA ¥ MOHU3UPOBAHHBIN, HATPUN, KaJIHA,
Heoprannueckud ¢ocdop, xenezo u deppurun, CPB) manmentam ¢ BKC ans ouenku
(GYHKIIMOHATILHOTO COCTOSIHUSI BHYTPEHHUX OPTaHOB, HATHYMUS HH()EKIIMOHHBIX OCTIOKHEHUN |
HYTPUTHBHOTO CTaTyca naruenTa [24, 32].

YpoBeHb yOeauTebHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB- O.

Kommentapumn: Kpamnocms npogedenus amaniu3o8 ONpeoeisiemcs COCMOAHUEeM pebeHKd.
Obviuno oanuvle uccaedosanus nayuenmam ¢ BKC nposodsmcsa ¢ wacmomotii. Kaxcovie 6

Mecayes nayueHmam 0o 6 iem, kaxcowvie 6-12 mecayes nayuenmam cmapuie 6 niem. Ho 6 nepuoo
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uHpekyuoHnbIX 3a601e6anUll, NPU yepo3e mMemaboruyeckoeo kpusa — He pexce 1 paza ¢ 7-10
OHell.
. Pexomenayercss BceMm InanueHTaMm ¢ ycTaHOBIeHHBIM auarHo3oM BKC wuccnenoBanue
KHCJIOTHO-OCHOBHOT'O COCTOSIHHSI M Ta30B KPOBHU (MCClIeZIOBaHKE YPOBHSI BOAOPOIHBIX HOHOB (pH)
KpPOBH, UCCIIEZIOBaHHE YPOBHS Oy(epHbIX BEHIECTB B KPOBHU), YPOBHSI TJIFOKO3bI B KPOBH, YPOBHSI
HATPUSI B KPOBU, MOJIOYHOM KHUCIIOTHI (JlaKTaTta) B KPOBH, KETOHOBBIX TN B MOYE 3KCIIPECC-
METOJIOM C IIENIbI0 JIMATHOCTUKH META0OIUYECKUX HAPYIICHUH, UX KOPPEKIUU U OMpPEIeIICHUs
TaKTUKH JaibHeiero seaenus [4,3,6,8,15].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuii: Kpamnocms nposedenus ananuzoe onpeoensemcs cocmosiHuem nayueHma (8
cpeoHeM — edHCceMeCAYHO), HO 6 nepuod UHGEKYUOHHbIX 3a0one8aHuli, npu yepose

MemaboIuecko2o Kpusza — esiceOHesHo 00 Cmabuiuzayuu noxasamerel.

o Pexomenayercst BceM MalMeHTaM C ycTaHOBJIEHHbIM auarHo3oM BKC perynsphbiit
KOHTPOJIb YPOBHSI aMUHOKHUCIOT U HMX MerabonuToB B KpoBu (KomruiekcHoe ompeneneHue
KOHI[CHTPAIlM! Ha aMUHOKHCJIOTHI M AIMJIKAPHUTHHBI B KPOBH METOJOM TaHIACMHOW Macc-
CTIIEKTPOMETPHH) C IENIbI0 KOppeKIu Tepamnuw [3,6,8,9].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: Kpamnocme npogedenusi amanuzog onpeoensemcs cocmosuuem pedenka (8
cpeovem — 1 paz 6 3 mec)) HO 8 nepuod UHPEKYUOHHBIX 3a00Ne8anull, npu yepose
Memabonuveckoeo Kpuza — e pedice 1 pasa 6 7-10 OHeil.

Vpoenu amunoxuciom 0ondicHbl Oblmb NPUOIUNCEHbI K pephepeHCHbIM 803PACHbIM
sHauenuam. Colepocanue JNeliyuna, u3oneluyuHa U BalUHA 6 KpPO8U PeKOMeHOYemcs
no00epacUsams Ha yposHe, ClecKa npesvliiaiouem Hopmaivhsie napamempul. OnmumanbHuIM
cuumaemcs ypogens aetiyuna 75-200 mxmonv/n (v demeti 0o 5 nem) u 75-300 mxmonw/n (y oemeii
cmapwe 5 nem), npu 8vieeOeHuu pebeHKa U3 MemaboIudyecKoeo Kpusda YKA3aHHbll YPOBEeHb
JeUYUHa CAyHcum NnOKA3aHuem O HA4ana 668e0eHus HAmypaibHozo 6enxka. OnmumanbHuli
yposens éanuna u uzonetyuna om 200 oo 400 mxmonw/n [15,24].

C60000HbIlI  L-kapHumun 6  Kposu  ciedyem — NOOO0EpHCUBAMb  HA  YPOBHe,
coomeemcmayrouwem eepxrei eparuye Hopmvl: 40-60 mxmonwv/n. Tendenyus x cuudxcenuro pH
Kposu, Oeuyumy OCHOBAHULL, YMEHbUEHUE COOEPAHCAHUL CEO0OOOHO20 KAPHUMUHA, 2NIOKO3bl,
Hapacmanue YpoeHs JNeuyuHd, U301eUyuHd, 6aluUHd U COOMHOUWIeHUS NeUYuH/anianun (Ui
JeUyun/muposut), yeenudenue MoOYesol IKCKpeyuu memadoaiumos KemoKUuciom Cryicam

npe()eecmHuKaMu paseumust Kemoauuf)omuueaweo Kpusa.
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. Pexomenayercsi mpoeaeHue snekrpodHiedanorpabun (3317) marmentam ¢ BKC npu
HaJIM4Ynu HeBpOHOFHqCCKOﬁ CUMIITOMATUKU TJId BBIABIICHUA SIUICIITUIESCKON aKTUBHOCTH [23,
33].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapun: ¢ mom yucne 331" ¢ sudeomonumopunzom. Ilpu omcymemeuu npucmynos - ne

peoitce 1 pasa e 200, npu Haaiuduu snujienmudecKux npucmynoe- no nNOKA3aHuAM.

. PexoMeHnayeTcsi MpoBeACHNE YIBTPa3BYKOBOTO HccienoBanus (Y3U) opranoB OpronrHon
nosoctu (komiuiekcHoe) naruenTam ¢ BKC st BoisiBiieHus narosioruu nedenu [32].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: Kpamuocms npu omcymcemeuu uzmeHneruti-ne pedice 1 paza 6 200, npu naiuuuu

namoJiocuu ne4verHu- no NOKA3AHUAM.

o Pexomennayercsi npoBeneHue odraipMockonuu mammeHTaMm ¢ BKC ¢ menbro
CBOEBPEMEHHOTO OOHApPYKEeHHUs 0()TAIbMOJIOTHYECKOM nmaTosoruu [15].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrtapuu: Kpamuocms npu omcymemeuu usmenenuti-ne pexce 1 paza 6 200, npu naiuduu

namoJiocuu — no NOKAa3arusiM.

. Pexomenayercss mauuentam ¢ BKC mpoBeneHue koppekuuy J1€4eOHOTO MUTAHUS U
CUMIITOMAaTUYECKOH Tepanuu ¢ 1ebl0 UCKIIOUEHHS OEIKOBO-3HEPreTHYECKON HeJOCTaTOYHOCTH
[24].

YpoBeHnb yoenurenabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrtapun: Koppexyuio Ouemomepanuu nposoosim 6padu-eeHemuKy il 8pavu-0uemonocu
c uacmomot 1 p/mec na 1 200y scusnu, danee 1 p/3 mec u no noxazanusm 0o 3 rem; 1 p 6 mec
nocne 3 nem.

Koumponv axmuyeckoco numanus (Xumuyeckozo cocmaga payuona) Ojisi npedynpertcOeHs
pazeumusi 0eUYUMHBIX COCMOAHULL NPOBOOSAM )y Oemell 8 PeaHUMAYUOHHOM nepuooe —
exceoOHesHo, y oemell nepeo2o 200a Hu3Hu — He pedice 1 pasa 6 7-10 ouetl, y nayuenmos cmapuie
1 200a— 1 pas3 6 1-3 mecaya.

CHuoicenue yposHs cemo2nobuna, sxcenesd, 0ouje2o 6enka, anbOyMuHa u aMUHOKUCIOM YKa3bleaem

HA He0OCMAamo4HOCMb HYMPUMUBHOU NOOOEPIHCKU.
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° PexoMenayroress it HaOMIOJACHHUS TAIMEHTOB C YCTaHOBJIEHHBIM auarHo3om BKC
MPUMEHSATHh MYJbTUIMCIUIUIMHAPHBIN MTOAXO0 B BUIY TOTO, YTO 3a00JICBaHUS XapaKTEPU3YIOTCS
MOPAKEHUEM MHOTHMX OPraHOB W CHCTEM, TpeOyeT KOMIUIEKCHOM Tepalu, 4YTO JTUKTYET

HEOOXO0MMOCTh COBMECTHOTO BEJICHHS MAIMEHTa CIICIIMATNCTaMU pa3HbIX mpodueit [17].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJILCTB — D)
KoMmMeHTapuM: nokazanvl nepsuunvie U NOGMOPHuIE KOHCYIbMAYUU 8PAYA-2eHEMUKA, 8Payd-
ogpmanvmonoza, 6paya-He8poNO2q,  6pPAUA-2ACMPOIHMEPON02A, BPAUA-OUEmOoNo2d, 6paya-
9HOOKPUHON02d, 8PAUA-KAPOUOI02d, 8PAYA-0emMCKO20 Kapouoaoad, 8pada-Hepponoza, 6paya-
neouampa, epaia-mepanesma/ 6pad oowell NpaKmuku (cemelnslli 8pav), epava-ncuxuampa,
MEOUYUHCKO20 NCUX0102a, a makce epadell opyeux cneyuanvrocmeil nayuenmam ¢ BKC,

uMerwuM HapyueHus GQyHKYuti COomsemcmsyrouux opeanos u cucmem

o Pexomenayercss oOydeHue poOAWTENed TpaBWjaM OpTaHU3AMH  TEpaldd B
MEKIPUCTYITHBIN IEPHUOJ U B IIEPUO/T YTPO3BI MeTabomuueckoro kpu3a naueHToB ¢ BKC ¢ mensio
IpeI0TBPAIICHUS PAa3BUTHS TIOBTOPHBIX META00IMIECKUX Kpru30B [17].

YpoBeHb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB — D)
KommenTapuu: V pooumeneii pebenxa e6cez0a 0ondicHa Obimb NAMAMKA € YKA3AHUEM
HEeOMIOAHCHbIX MEPONPUSAMULL 8 NepU00 HaduHalouje2ocsi memabdonudeckoeo kpuza (Ilpunoscenue

B).

6. Opranusanus oka3aHusi MeJUIIMHCKOMN MMOMOIIH

6.1 IMoka3auus AJIA TOCIIMTAJIN3AIINHN B MECAUMIIMHCKYIO OPIraHu3anmio

Hokaszanus 0ns naanoeoul cocnumanulayuu 6 Me()uuuHCKwo opedHUu3ayuro.

1. MNPOBCACHUEC NTUATHOCTUKU U JICHCHUA, Tp€6y1-OHII/I€ MMPpOAOJIKUTCIIBHOTO ()IHGBHOC HIIN
KPYIJIOCYTOYHOE MPpeObIBaHNE) MEAUIIMHCKOTO HAOMIOCHNS 1 MOHUTOPUHIA KIIMHUKO-
71a00paTOPHBIX MOKA3aTeNeH;

2. HeoO0XOAMMOCTh TPOBEJNCHMS PA3IMUYHBIX BHUIOB OKCIEPTU3 MM 00CIEeOBaHUS B
MGHHHHHCKOﬁ OopraHru3allvi IIPpU HEBO3MOXHOCTU IIPOBEACHHA HUX B aM6y.]'IaT0pHI:IX
YCIIOBHSIX (B TOM quUCIe opopmiieHne 3aKITFOYCHUS dbenepanbHOTO
KOHCHJINyMa/BpaueOHOW KOMUCCHH).

Ilokazanus 0na IKCMPEHHO 20CRUMATUZAYUU 8 MEOUWUHCKYIO OP2AHU3AUUIO .
1. octpble yrpokarommue JUis KU3HU U Pa3BUTHS OCIOKHEHMH COCTOSIHMS, B TOM YHCIIE

MeTabonnuecKuil Kpu3, TpeOyroline HEOTI0KHOTO JIEYEHUSI, B TOM YMCJI€ MHTEHCHUBHOMN
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TCparnu, a TaKKC KPYIJIOCYTOUHOIO MCIAUIIUHCKOI'O Ha6HIOI[CHI/II/I U TOPOBCACHUSA

CIiIcnuaJIbHbIX BH0B OGCHGI[OBaHI/ISI " JICUCHUA.

6.2 Iloxka3zanus K BLINNCKE NAIMEHTAa U3 MEeANIUHCKON OpraHu3anun

1. oTcyTcTBHE Yrpo3bl sl )KU3HH MMALMEHTA U YTPO3bI Pa3BUTHUS OCIIOKHEHHH, TPEOYIOLTIX
HEOTJIOKHOTO JICUCHHMSI P 3aBEPIIICHUN JUATHOCTUYECKUX MEPOTIPUSATHH.

2. crabunm3aiusi COCTOSIHMST W OCHOBHBIX  KJIIMHHUKO-Ta0OpaTOPHBIX — TOKa3aTeyen
MATOJIOTMYECKOTO  TPOLECCca, OTCYTCTBHE HEOOXOAMMOCTH B  MPOAOJDKUTEIHHOM
MEIUIIMHCKOM HAOJI0ICHUH (JTHEBHOE WIIH KPYIIIOCYTOYHOE MPeObIBaHUE);

3. BBINIOJHEH IUIAaH OOCJCIOBaHUS W JICUCHUs NAIMCHTA, JaHbl PEKOMEHIAIMH 10
JambHEeHIeMy HaOII0ICHUIO U JICUCHHIO;

4. HeoOXOMUMOCTh TIEpPEeBOJa IMAIMEHTAa B JPYroe MEIUIIMHCKOE YYPESKICHUE WIN
YUPEKICHUE COIIMATBHOTO 00CCIICUCHUSI.

Iocne evinucku u3z cmayuorHapa nayuesm OOJJCEH HAXOOUMbCS HA smane amOyi1amopHoO-
NONUKIUHUYECKO20 HAOMIO0eHUs. Yy  8pada-neouampd, 6paia-Hegponozd, 6payd-eeHemuxd,
RAYUeHmsbl ¢ CUMNIMOMAMUYECKOU dNULencuell Hy#coaromes 8 HabnodeHuu epaia-Hespooad,
umeroueco onvlm BedeHusi nayueHmosg ¢ snunencuell. Koncynomayuu opyeux cneyuaiucmos

HA3HA4AaromcA no nOKAa3anuAim.

IpuHIUNBI OpraHu3anuu MeauuUHCKON momouu nanuentam ¢ BKC

Ilocmanosxa ouazcnoza BKC cmasum mHo2o 60npocos neped pooCmEeHnHUKamu nayueHma
U nepeo cneyuanucmamu, pabomarowumy ¢ makumu nayuenmamu. Muoeouuciennvie npoodiemsl,
BO3HUKAIOWUE NPU OOHAPYIHCEHUU U PA3BUMUL 3A00N€8aHUS, OISl PeuleHUst KOMOopblx mpedyemcsi
CPAMOMHAS OPeAHU3AYUSL NPOYECCa NOMOWU NPU YUACTIUU MYTbMUOUCYUNTUHAPHOU KOMAHObL
CReYuanucmos u coo00eHue OCHOBHbIX NPUHYUNOEG U NOOX0O08 K e€ OKA3AHUIO.
Jlannvie npunyunvt 00IHCHLL COONIOOAMbCA HA NHOOOM d3Mane OKA3AHUSL MeOUYUHCKOU
ROMOWU, KaK 8 MOMEHN NOCMAHOBKU OUACHO3A, MAK U HA TH0O0M dmane HabI00eHUs nayueHma.
1) Ilayuenm u eco npedcmasumenu OONNHCHbL NOTYUAMb NOJIHYIO UHGOpMAYUIo 0 3a001e6anul,
€20 meyeHuu, namozeHese, NPOSHO3Ax, OCIOHCHEHUAX U MEMOOAX 803MONCHOU MepPanuu.

2) Juaenosz BKC noopaszymesaem 803MONCHOCHb OKA3AHUSL NEPEUHHOU, CHeYUANUSUPOBAHHOU U
NAIIUAMUBHO NOMOWU HA 8CeX IMANAX 3a001e8aHUS.

3) Ilpu nocmanoske ouacnosza BKC, cembs Oondxcha Ovbimb HaAnpaeieHa K CHeyuaiucmy,
umetrowemy onvim pabomsi ¢ nayuenmamu ¢ BKC, obnaoarowezo cogpemennou ungpopmayueri
0 meuenuu 3a001e6aHUs U BO3MONCHOCMU YYACMUSL 8 KIUHUYECKUX UCHbIMAHUAX (HOBbIX

JIEKApPCMEEHHblX npenapanioes UUAU MEXHUYECKUX ycmpoﬁcme). Taxorce sascnvim s618emcs
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ungopmuposanue cemell 0 CyWecmeyIouux 00uecmeenHbiX OpeaHu3ayusax, pabomarouwux c
9MOU 2pyNnou NayueHmos.

4) K nabnooenuro 3a nayuenmom ¢ BKC donocna bbims npueieuena myibmuOuCyuniuHapHas
KOMAHOA Cneyuanucmos 6 cocmase: neouamp/mepanesm, 6pad-2eHemux, 8pay-ouemonoes,
8PAU-HEBPON02, MEOUYUHCKUL NCUXON02, B8PAY-IHOOKPUHONOZ, 6PAY-NCUXUAMD, 6pay-
Kapouonoz, epay-gusuomepanesm, epad-2acmposnmeponoe. [pyaue cneyuaiucmsi 00IH#CHb
NPUBNIEKAMbCs NO Mepe 803HUKHOBEHUs cneyuguieckux npoouem.

Bpau-eenemux ocywecmensiem ocnosnoe nabaooenue 3a nayuenmamu ¢ bKC. B kpye
obs3aHHOCMell  8paya-eeHemuKa — 8xooum — obcnedosanue U NOCMAHOBKA — OUACHO3A,
uH@opmuposanue cemvu 0 3a601e8aHULU, COCMABIeHUe NIAHA MHO2ONPOPUILHO20 HAOIIOO0EHUs,
ocyuecmenams HabI0eHue 3a NAYUEeHMOM, OYEHUBAMb OUHAMUK) U CTNEeNeHb NPO2PeCCUpo8anus
3a601e6aHusi NpU pe2yIApHbIX OCMOMPpAX, HasHauaem nooodepxcusaowyio mepanuto. Illpu
Hacmynjienuu ghepmunvHo2o 6o3pacma y nayuenmos ¢ BKC cocmasnenue niana npecpaguoapHoll
noocomoeku 01 npoguraxmuxuy mamepunckou BKC, mecmuposanue napmuepa Ha
eemepo3ucomuoe Hocumenbcmeo. llpu cocmaegnenuu niaHa MHO2ONPOPUILHO2O HAOIIOOEHUs,
8pau-2eHemuK onpeoensien KpamuHocms HabI00eHUs y Opyeux Cneyuarucmos MHO2onpoQhUIbLHOU
KOMAHObL, COOMBEMCMEEHHO MeKyuweMy cocmosanuio nayuenma. Ilpu kasicoom ocmompe epay-
2eHeMUK O0Cyuwjecmesisien nepeoyeHKy MmeKkyujeco COCMOAHUS NAYUEHMA U 8 COOMEEmMCmeuU ¢
9MUM HOCUM KOPPEKMUPOBKU 8 NIAH MHO20NPODUIbHO20 HabM00eHus. B ceoux pexomenoayusx
8pau-eeHemuK  yKazvleaem  HeoOX0O0uMble  nayueHmy  JeKapCmeeHHvle  npenapamol,

duemomepanuio u dp 6 coomeenicnmeuu ¢ 6blA6J1EHHbIMU nompe6ﬂocm;wu nayuerma.

7. lonosHuTeIbHAS HHPOpManus (B TOM unciie (paKTOPbI, BJUSIONIAE HA
HUCXO0/1 3200/1eBAHUS UM COCTOSTHUSA)

[IporHo3 COCTOSIHMSI U YpPOBHS TICUXHMYECKOTO pPa3BUTHS TAIMEHTOB 3aBUCUT OT (Hopmbl
3a00JIeBaHUS M CBSA3aHHOM C HEW TsHKECTH SH3MMHOTO JedeKTa; CPOKOB Hadala U aJeKBaTHOCTU
CIICHHUAIIM3UPOBAHHOI'O JICUCHUSA, 3(1)(1)6KTI/IBHOCTI/I HHTEHCUBHOU TEpAINMU KETOAIUIOTUICCKUX
KpU30B, BEIYIIMX K OTEKy TOJOBHOTO Mo3ra u riaybokomy mnopaxkenuto [IHC. Ilpornos
3a00JIeBaHUS. OTHOCUTENBHO OJIATONPUATHBIA JUIsl KU3HW TPU paHHEH JTUArHOCTHKE U

TIIATCIBHOM MeTa00JIUYECKOM KOHTPOJIC.
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KpuTtepun onieHKku kayecTBa MeIMUMHCKON MOMOIIA

Kpurepun oueHkun KayecTBa NEPBUYHONH MeIUKO-CAHUTAPHON MOMOIIH

Nen/m | Kpurepun oneHkH KadecTBa Onenka
BBIIIOJIHEHMSI
1. BBIIIOIHEHO KOMIUIEKCHOE OIIPEIEIICHNE KOHLIEHTPALlUX Ha Ha/Her

aMMHOKUCJIOTHI U al[WJIKAPHUTUHBI B KPOBU METOJIOM TaHAEMHON
MaccC-CIIEKTPOMETPUH (IIpU YCTAHOBJIEHUHU AMArHO3a)

2. BrInosiHeHO KOMITJIEKCHOE OMPEIeSICHUE CONICPKaHUS Ha/Her
OpPraHUYECKUX KUCIOT B MOUe (MPU YCTAHOBJIICHUH JIMArHO3a)
3. BrironHeHO MOJIEKYISIpHO-TEHETHYECKOE uccieqoBanue mytaruii | Jla/Her

B renax (BCKDHA, BCKDHB, DBT u DLD) (ipu
YCTAQHOBJICHUHU JMArHO3a MallueHTaM ¢ OMOXUMHUYECKUMHU
IIpU3HAaKaMu O0JIE3HU «KJIEHOBOT'O CHPOIIay)

4. BrinonHeH npueM (0cMOTp, KOHCYJIbTalUs1) Bpaya-TeHETUKA Ha/Her
NIEPBUYHBIN (IIPU YCTAHOBJIEHUH IMArHo3a)

KpnTeplm OICHKH Ka4YeCTBa CHeII]/IaJIHCiI/IpOBaHHOﬁ MeIUIMHCKOI MOMOIIM

Ne i/m | Kputepuu onieHKH KauecTBa Ouenka
BBIIIOJIHEHUSI
1. BBINIOIHEHO KOMIUIEKCHOE OIIPEIEIICHNE KOHIIEHTPALlK Ha Ha/Her

aAMMHOKUCJIOTHI U allMJIKAPHUTUHBI B KPOBU METOJIOM TaHJIEMHOM
MaccC-CIIEKTPOMETPUH (TPU YCTAaHOBJIEHUHU AMArHO3a)

2. BrinmonsaeHo Ha3HAUEHHUE CIICHUAIM3UPOBAHHOTI'O IIPOAYKTA I[a/HCT
JIeueOHOTO INUTaHusA, JUIICHHOI'O J'ICfIIII/IH%l, I/I30J'IGI7HII/IH3 " BaJInHa
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Ipunoxenue Al. CocraB padGoyel rpynnbl o pa3padoTke U NepecMoTpy
KJIMHUYECKUX PeKOMEeH Al

AnucumoBa MU.B. — k.M.H., 3aBeAyronias OTIEJIOM OpraHU3alMd MEIUIUHCKOW MOMOIIA —
Bpay-reHeTuk ®I'bHY «Menuko-reHeTuueckuil Hay4uHblil LeHTp uM. akagemuka H.II. boukosay,
YJIeH ACCOIMallUi MEIMIIMHCKUX T€HETHUKOB

Baiinakosa I'.B. — k.0.H., 3aBeayromas [{eHTpoM KOJUIEKTHBHOTO T0JIb30BaHus "MeTtaboaom",
B.H.c. ®I'BHY "Menuko-reHeTnyeckuii Hay4dHblil 1eHTp uM. akagemuka H.Il.boukoBa", wien
Poccuiickoro o61iecTBa MEIUIMHCKUX T€HETUKOB

BbapanoB A.A. — axanemuxk PAH, npodeccop, 1.M.H.; moueTHbIit npe3ugaeHT Coro3a neanaTpon
Poccun, cosernuk pykoBoautens HUW nenmarpum u oxpansl 310poBbs aereid LIKb PAH,
npodeccop kadenpsl neauarpun u gerckoit peematonoruu ®I'AOY «llepsriit MI'MY um. .M.
CeuenoBa» MunzapaBa Poccun (CedyeHOBckuii YHUBEPCHUTET), TJaBHBIM BHEIITATHBIN
crenuanuct neauatp Munsapasa Poccnn.

BopoBuk T.J. — mpodeccop, 1.M.H., 3aBeAyIOMIast TJabOpaToprel MUTaHKs 370POBOTO M OOJIBHOTO
pebenka OI'AY «HaunoHanbHBI METUIIUHCKUN HCCIEAOBATEIbCKUN IIEHTP 3A0POBbS JIETEi»

Mun3apasa Poccun, wieH Accolanui MEIUIIMHCKUX reHeTHKOB (AMI)

bymyesa T.B. — n1.M.H., BeAYIINI HayYHBIN COTPYTHHUK Ja00paTOPUU MUTAHUS 3/I0POBOTO U
6onpHOTO pedbenka OPI'AY «HannoHanbHBIN MEIUIIMHCKUNA UCCIIEI0BATENIbCKHUM LIEHTP 3/I0POBBS

netei» Munszapasa Poccun, wien Accoruaiuyd MeTUIIMHCKIX reHeTUKOB (AMI)

Bamaxmanze H./l. — a.M.H., pykoBoauTedb OTAeNa OppaHHBIX OOJe3HEW W MPOPUIAKTUKU
uHBaNMu3upytonmx 3adoneBanniit HUW negmatpum u oxpansl 310poBbs nereir [IKb PAH
npodeccop kadenpsl paxyabTeTCKOW menuaTpuu neguarpuyeckoro ¢akyinprera @I'BOY BO

«PHUMY nm. H.M. ITuporosa» Munsnpasa Poccunu

Bumnesa E.A. — 1.M.H., 3amectutens pykoBoautenss HUM nequarpun u oXpaHsl 310pOBbS I€TEH
LIKb PAH MunoOpHayku 1o HayyHOW paboTe, MOLEHT Kadeapbl (pakyIbTeTCKOW MeauaTpuu
neauatpudeckoro ¢akynprera ®I'6OY BO «PHUMY um. H.U. ITuporosa» Munsapasa Poccun,

yieH Coro3a [lequatpoB Poccun

I'pedenxknn /.M. — Bpau-reHETUK OTIENEHUS MEAUIMHCKON T€HETUKU MeIuKO-TeHETUYECKOTo
uentpa ®I'AY «HMMUL] 3n0poBbs aetein» Mun3zapasa Poccun, uieH Acconranuy MeIUIIMHCKUX
reHeTukoB (AMI)

I'mo6a O.B. — K.M.H., Bpa4-HEBPOJOT-DMWJIEHTOJOr, Bpad-IEANATP, BEAYLUIMM HAyYHBIN

COTPYIIHHK OT/EJICHUSI TICUXOHEBPOJIOTUH U TIcuXxocomaTuueckoil marosorun @I'AY «Hayunbrit
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MEJIULMHCKUN MCCIIEIOBAaTEIbCKUM LIEHTp 310pOoBbs nerei» MunsnpaBa Poccun, uieH

Acconyanuu MeTUIMHCKUX TeHeTUKOB (AMI).

HasbinoBa FO.U. — Bpau-renetuk otaesnenus Mmeauuuackon renetruku MI'T] OI'AY «HMUILL

3710pOBbs AeTeit» Munszapasa Poccun, unen Acconuanuu MEIUIUHCKUX reHeTHKOB (AMI)

HertsipeBa A.B.- n.M.H., mpodeccop, 3aBemyromas otaenom neamarpuu, OI'BY «HMUIL]
aKymepcTBa, TMHEKooruu U nepuHaronorun um. Ax. B.U. KymakoBay», mpodeccop kadeapsi
HeoHarojoruu  Muctutyra 3m0poBhsa  gerer  OI'AOY  BO  "llepBwiii  MoOCKOBCKUIA
roCyIapCTBEHHbIA MeAuIMHCKU yHuBepcuter uMm. M.M. CeuenoBa" MunzapaBa Poccun

(CeueHoBCKkHUi YHUBEPCUTET), uieH Poccuiickoro o01ecTBa HEOHATOJIOTOB

KyproBa H.B. — x.M.H., Benymuii HayuHbli coTpyaHUK oTaena Otaen opdaHHbIX OoNe3Hel U
NpOPUIAKTUKH WHBAIUIM3UPYIOIUX 3a0oieBannii, Bpau-renetuk HWUW neamatpuu m oxpansl
smopoBbst neteit [IKB PAH, unen Acconmanuu MeaunuHCKUX reHeTukoB (AMI), unen Corosa

neauatpos Poccum.
3apyouna B.B — Bpau-reHeTuk Meauko-renernueckoro oraenenus Mopozosckoit JI'Kb JI3M

3axapoBa E.I0. — n.m.H., 3aBenyromias nabopartopueil HacleACTBEHHBIX Oose3Heil oOMeHa
OI'BHY «Menuko-reneTnueckuii HayuyHblii 1eHTp uM. akaaemuka H.Il.boukoBa», unen
Poccuiickoro oOmiecTBa MEAUIIMHCKUX T'€HETHUKOB, YJIEH €BPONEWCKOro 00IIecTBa 10 U3yYEHHUIO

HaCJIEICTBEHHBIX Oosie3Hel oomeHa BemiecTs (SSIEM).

3BonkoBa H.I'. — x.M.H., cTapuIMii Hay4yHbI COTPYAHUK JAOOPATOPUM MUTAHUS 310POBOTO U
6onbHOTO pebenka DI'AY «Hayunblil METUIIMTHCKUN UCCIIETOBATEIHCKUM IIEHTP 3/I0POBbSI ICTEH

Munzapasa Poccun, unen Accoumraniy MEAUIIMHCKUX TeHETUKOB (AMI).

3yoxoB B.B.- n.M.H. gupekTtop HMHCTUTyTa HeoHarosorun u mnenuatpun PI'BY «HMUIL]
aKylepcTrBa, T'MHEKOJoruu MU nepuHarosormu M. Ak. B.M. KymakoBa», unen Poccuiickoro

o011ecTBa HEOHATOJIOIOB.

KonnakoBa O.b. — K.M.H., Bpau-T€HETUK, 3aBEAYIOIIAsl OTJACICHUEM MEIUIIMHCKOW T€HETUKH
Meauko-reHernueckoro nentpa ®Ir'ay «HMMUL] 3nopoBes nereit» MunsnpaBa Poccun, wieH

Acconmanuu MeIUIMHCKUX reHeTUKkoB (AMI)

KysenkoBa JI.M. — mpodeccop, I.M.H., HadanbHUK lleHTpa AETCKON NCHUXOHEBPOJIOTHH,
3aBeAyolIasl OTJEJICHUEM IICMXOHEBPOJOTMM UM TcMXocoMarnyeckod maronorun OI'AY
«Hay4HbIil METUITMHCKUN UCCIEA0BATENbCKUN IEHTP 30pOBhA AeTei» Mun3npasa Poccun, wieH

Acconmanuy MEIUIMHCKUX reHeTUKoB (AMI).
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Kyues C.U. — akanemuk PAH, npodeccop, a.M.H., tupekrop PI'BHY «Mennuko-reHeTuyeckuii
Hay4yHblil 1eHTp uM. akaaemuka H.IL boukoBay», IlpesuaeHT Accomuanuu MeIUIIMHCKUX

reHetukoB (AMI).

JIssimHa A.A. — Bpay-r€HETUK OTHACIICHUS MEIULMHCKOW TE€HETHUKH MEIHKO-TEHETUYECKOTO
nentpa ®I'AY «HayuyHblli MEIUUMHCKUM HCCIEIOBATEIbCKUM LEHTP 30pOBBS JNETEi», WieH

Acconyanuu MeIUIMHCKUX TeHeTUKOB (AMI

Muxaiioba C.B. — na.m.H.,, 3aBeaywomas otaeneHueM DPI'BY  «Poccuiickas Jlerckas

Knunnueckas boiapaumay M3 PO

Ha3zapenko JLII. — npodeccop, 1.M.H., 3aMeCTUTENb AUPEKTOPaA IO HAYYHOU U JieueOHOU padore,
PYKOBOAMTENb JIadOpaTOpuM HaciencTBeHHOW mnaTtomoruu HUM MeaunuHCKOW TE€HETHKH,

Tomckoro HUMII PAH, unen Acconuanuu MeTUIMHCKUX reHeTUKoB (AMI).

Hama3zoBa-bapanosa JI.C. — akanemuk PAH, npodeccop, 1.M.H., mpe3uaent Coro3a neguaTpoB
Poccun; nact-npesunenr EPA/UNEPSA; pykoBogutens HUM neauatpun u oXpaHbl 370POBBS
nereii LIKb PAH, 3aBemyromas kadenpoil ¢axyabTeTCKON NeIUaTpuyl IEeIUaTPHIECKOTO
dakynerera ®I'BOY BO «PHUMY um. H.W. IluporoBa» MunzapaBa Poccuu, riiaBHBII

BHEILTATHBIN JCTCKUH CIEIUATUCT MO MpoduIaKTHIecKoi Meauimae Munsapasa Poccun.

Huxonaesa E.A. — 1.M.H., TVIaBHBI HAy4yHbId COTPYJHUK OT/ENAa KIMHUYECKOM T'€HETHKHU
HayuHo-nccnenoBaTebcKoro  KJIMHUYECKOTO WMHCTUTYTa neauarpum umenu axaza. HO.E.
Benprumena, npod. kadenpsl MHHOBALMOHHOW MEIUaTpUU U JAeTCKOM xupypruu WHctuTyTta
HenpepbrIBHOTO o0pa3oBaHus U npodeccuonansHoro pazsutus PI'AOY BO PHUMY um. H.U.
[TuporoBa MunsapaBa Poccun, unen Poccuiickoro obmecTBa MEAMIMHCKUX T'€HETHKOB, YJIEH

ACCOLII/IaI_II/II/I MCIUIMHCKHUX I'CHCTUKOB

IMak JI.A. — A.M.H., 3aMECTHTEJb JAUPEKTOPA MO KIMHUKO-OpPraHU3allMOHHON paboTe, Bpad-
HEBPOJIOT BBICIICH KaTeropuu, IaBHbIM HayuHbld coTpyaHMK ['BY3 MockoBckoil obmactu

«HUKMU nerctBa MunHMCTEpCTBa 37paBooXpaHeHUs MOCKOBCKOM 00J1acT»

HamkoBa U.E. — k.M.H., 3aBeayromas neguarpuueckuM oraesieHueM OI'bY «HaunonanbHbIi
MEJIUIIMHCKUI UCCIIEIOBATEIBCKUI HEHTP TPAHCIUIAHTOJIOTUU U HCKYCCTBEHHBIX OPTaHOB UMEHHU

akanemuka B.U. [llymakoBa» MunucTepcTBa 3apaBooxpanenus Poccuiickon @enepannn

I[MymkoB A.A. — Kk.0.H., BeAylIuid HAy4HbIH COTPYAHUK Ja00paTOpUN METUIIMHCKON T€HOMUKU
OI'AY «HayuHblil MEOUUIMHCKHI HCCIENOBATEIbLCKUNA LEHTP 3I0pPOBbs JeTei» Mun3znpasa

POCCI/II/I, YJICH Accounam/m MCIUIMHCKNX IT'CHCTUKOB
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Pennna C.A. — k.M.H., Bpau-TeHeTuk ®I'BHY "Menuko-reHeTHUeCKU HAyYHBIN LEHTP UM.

n

akagemuka H.II. bouxoBa ", umen Poccuiickoro oOliecTBa MEIWIIMHCKMX T€HETHKOB, WIEH

ACCOI_II/IaHI/II/I MCECIUIIMHCKHUX I'CHETUKOB

CaBoctbsinoB K.B. — 1.6.H., HavyanbHUK MeIMKO-TEHETUYECKOTO IIEHTPA, 3aBEAYIOIIUI
nabopartopueit MmeauinHckoi reHomuku OI'AY "HMMUL] 3n0poBbs neteit” Munzapasa Poccun,
npodeccop kadeapsl meauaTpuu u o0mecTBeHHOTro 310poBbs PI'AY "HMUIL] 3n0poBbs nereit”

Mun3znpaBa Poccun, wieH accouuanuy MEIUIMHCKUX T€HETUKOB

CeupugoBa B.B. — Bpau-reHeTwK OT/Je€ja OpraHu3anuu MeaunuHckor nomomm DI'BHY
«MenuKo-TeHeTHYeCKHi Hay4YHbI neHTp uM. akanemuka H.II. BoukoBay, mM.H.c maGoparopun

mytaresesa ®PI'BHY «Menuko-renernueckuii Hay4Hslid HeHTp uM. akageMmuka H.I1. boukoBa»

CenumssinoBa JI.P. — x.M.H., Benyumii HayuHslii corpyauuk HUW nemmatpum u oxpausl
3nopoBbsa nereil LIKb PAH MunucrepctBa Hayku M Beiciiero oOpa3oBaHusi Poccuiickoit
®denepannu, A0UEHT Kadenpsl neauatpun U aerckoi peemarosnorun ®I'AOY «llepseiii MITMY
uM. .M. CeuenoBa» MunznpaBa Poccun (CedueHOBCKMII YHHBEPCUTET), IOLEHT Kadeapbl
daxkynpTeTcKOil nmenuaTpuu neauarpudeckoro akympreta ®I'bOY BO «PHUMY mm. H.M.

[Tuporosa» Munsapasa Poccuu, wien Coro3a neauarpos Poccun

Cyo66orun JI.M. — Bpau-renetuk OPI'BHY «Menuko-reneTnueckuii Hay4dHbId LEHTP HM.

akanemnka H. I1. BoukoBay, uien Acconuanui MeTUIITHCKIX TeHETHKOB.

®egoceenko M.B. — K.M.H., 3aBeayomias OTAEIOM pa3paOOTKHM HAYYHBIX IIOAXOJIOB K
MMMYHH3AIIH TAIUEHTOB C OTKJIOHEHUSMHU B COCTOSIHUU 3[I0POBBS U XPOHUUECKUMHU O0JIE3HAMU,
BEJYLIUI HAYy4YHBIN COTpYyIHUK, Bpau-niequatp HUW nequartpun u oxpansl 310poBes gerei LIKb
PAH MunucrepcTBa Hayku 1 Bbiciiero oopasosanus Poccuiickoit denepanuu, 101eHT Kadeapsl
¢dakynbTeTckoi nenuaTpun nexuatpuyeckoro ¢akyiaprera ®I'BOY BO «PHUMY um. H.U.

[Tuporosa» Munsapasa Poccuu, wien Coro3a neauarpos Poccun

®ucenko A.Il. — n.m.H., podeccop, 3acmyxeHHbIH Bpau Poccuiickoit deneparuu, TUpeKTOp
®OI'AY "HanuoHanbHBIN MEIUIIMHCKAM UCCIEA0BATEILCKUN IIEHTP 3I0POBbs eTe MuH3/apaBa

Poccun

ABTOPBI TOATBEPKIAIOT OTCYTCTBUE (PMHAHCOBOW MOAIEPKKH/KOH(PINKTAa HHTEPECOB, KOTOPHIi
HE0OXO0aMMO 0OHAPOIOBATH.
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Ipunoxenue A2. MeTo10/10rusi pa3padoTKi KIMHAYECKUX PEKOMEHIANH

IleneBasi ayiuTOpHs JAHHBIX KIMHHYECKHUX PEKOMEHIALMIi:
Bpauu-IIeAUaTpPHI;
Bpa4u OOIIEH MPaKTUKHU (CEMEHHbBIC BpayH);
Bpaun-TEHETUKH;
Bpa4U-IUETOJIOIH;
Bpa4n-HEBPOJIOTH;
MEIULIUHCKHUE TICUXOJIOTH;
nedeKToIoru

CTYIEHTHI MeIULUHCKUX BY30B, opiMHATOPBI, aCIUPAHTHI.

Tabnuma 1.11Ikana ouenku ypoBHel nocToBepHOCTH MokazarenbcTs (Y1) ans meronos

JUAarHOCTUKH (,I[I/IaFHOCTI/I‘ICCKI/IX BMeI_HaTeJ'IBCTB)

YA PacmmmgpoBka

1 Cucremarnueckue 0030pbl MCCIENOBAHUI C KOHTpOJeM pedepeHCHBIM METOJOM WIIU
CHCTEMaTH4YeCKHii 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCICAOBAHUHA C
MPUMEHEHHEM MeTa-aHalu3a

2 OTnenpHBIE HCCIEAOBAHUS C KOHTPOJIEM pePEepeHCHBIM METOJAOM WM OTJEIbHbBIE
PaHJIOMU3UPOBAHHBIE KIMHUYECKHUE WCCIEAOBaHUS U CHCTEMaTHYeCKHe 0030pHI
UCCIIEIOBaHMM TI000T0 qu3aiiHa, 32 UCKIIOYEHHEM PaHJAOMU3UPOBAHHBIX KIMHUYECKUX
WCCIIeIOBAHH, C TPUMEHEHUEM MeTa-aHaJIn3a

3 HccnenoBanust 0e3 MOCIENOBATEIBHOTO KOHTPOJS pePEepeHCHBIM METOJO0M WU
WCCIIEIOBAHMSI C pePEepeHCHBIM METOJOM, HE SBISIONIMMCS HE3aBUCHMBIM  OT
HCCIIEyeMOTr0 METOJla WM HEepaHAOMHU3HPOBAHHBIE CPaBHHUTEIbHBIC UCCIIEOBAHUS, B
TOM YHCJIe KOTOPTHBIE UCCIIEOBAHUS

4 HecpaBHuTensHbIe HCCIeI0OBaHUS, OMTUCAHHE KIMHUYECKOTO Cydast

5 Nwmeercst mumb 000CHOBaHHME MeXaHU3Ma JICHCTBHS WM MHEHHE SKCIIEPTOB

Tabnuua 2.111kana oleHKH ypoBHEH JOCTOBEPHOCTH Jqoka3arenbcTB (Y J)ans meronoB

HpO(I)I/IJ]aKTI/IKI/I, JCUYCHUA U pea6I/IJ'II/ITaL[I/II/I (HpO(I)I/IHaKTI/I‘-ICCKI/IX, J'IC‘-IC6HLIX, pea6I/IHI/ITaI_[I/IOHHLIX

BMEUIATENIbCTB)
Y PacmmgpoBka
1 | Cucremarnyeckuii 0630p PKU ¢ npumenennem mMeta-aHanuza
2 | Ornenbubie PKM u cucrematnueckue 0030pbl HCCIIEAOBaHUM r000ro 1u3aiiHa, 3a
nckiroueHrnem PKH, ¢ mpumenenneM Mera-aHanmsa
3 | HepanpomusupoBaHHbIE CPABHUTENIbHBIE UCCIIEIOBAHUS, B T.4. KOTOPTHBIE HCCIIEIOBAHUS
4 | HecpaBHUTENbHBIE UCCIENOBAHMS, ONMCAHUE KIMHUYECKOIO ClIy4as WIM CEpUU CIIydacs,

HCCICa0BaHUA ((CHy‘I&fI-KOHTpOHB»
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5 Nmeercs nmumis 000OCHOBaHHME MEXaHHM3Ma JEHCTBUS BMEIIATENIbCTBA (JIOKJIMHUYECKHE
MCCJICIOBAHMS) UJIM MHEHHE DKCIIEPTOB

Ta6nuua 3.11Ikana oneHku ypoBHel yoeaureapHocTH pekomeraamuii (YYP) mis meronos
PO UITAKTUKH, JIMarHOCTHKH, JIEYEHUS H peaduIuTan (mpoduIakTHIECKHUX,
JTUATHOCTHYECKHX, JIEYCOHBIX, peaOMIMTAIIMIOHHBIX BMEIIATEIIHCTR)

YVYP Pacmmdposka

A CunbHas pekoMmeHnanus (Bce paccMaTpuBaemble Kputepuu 3ddekTuBHOCTH
(MCXOMBl) SBISAIOTCS BAXKHBIMH, BCE HCCIICIOBAaHUS HMMEIOT BBICOKOE HIU
VIIOBJICTBOPUTEIBLHOE  METOJOJOTMYECKOE  KaueCTBO, WX  BBIBOABI  IIO
WHTEPECYIOIINM UCX0JIaM SIBJISIFOTCS] COTJIACOBAHHBIMU )
B YcnoBHas pekoMmeHaanus (He BCe paccMaTpuBaeMble KpuTepuu 3¢(HEKTUBHOCTH
(MCXOMBI) SBISIFOTCS BaXKHBIMH, HE BCE WCCIICJIOBAHHS HMMCIOT BBICOKOC HIIU
YIOBJICTBOPUTEIBHOE METOJIOJIOTHYECKOEC Ka4eCTBO W/WJIM WX BBIBOIBI I10
WHTEPECYIOIINM HCX0JIaM HE SIBJISTFOTCSI COTJIACOBAHHBIMHU )
C Cnabas pekomenaanus (OTCYTCTBUE JOKA3aTENIbCTB HAJJISKAIIEro KadecTBa (Bce
paccMmarpuBaeMbie KpUTEPUH dPPEKTUBHOCTH (UCXOJIbI) SBISIOTCS HEBAKHBIMH,
BCE HMCCJICJIOBAHUSI MMEIOT HM3KOE METOI0JIOTHYECKOE KAaueCTBO M UX BBIBOJBI 110
WHTEPECYIOIIMM UCX0JIaM HE SIBIISTFOTCS COTJIACOBAHHBIMMU )

[Topsnox 0OHOBIIEHUS KIMHUYECKUX PEKOMEH AU,
MexaHu3M 0OHOBIIEHUS KIMHUYECKUX PEKOMEHAALUH NpelycMaTpUBaeT UX CUCTEMATHYECKYIO
aKTyaJIM3alHI0 — HE PEXe YEM OJUH pa3 B TPU roJia, a TAK)KE IIPH MOSBICHUH HOBBIX JAHHBIX C
MO3UIMH J1I0Ka3aTeIbHON MEAUIIMHBI 110 BOIPOCAM TUArHOCTHKH, JIEYEHUSI, TPOYUIAKTUKU U
peabuIuTaIii KOHKPETHBIX 3a00I€BaHN, HATUYMH 00OCHOBAHHBIX JOTMOJTHEHHI/3aMeUaHnii K

panee yrBepka¢HHbIM KP, HO He yame 1 pasa B 6 Mecsues.
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Ipunoxenue A3. CnpaBouHble MATEPHAJIbI, BKJIIOYasi COOTBETCTBUE
MOKA3aHUI K NPUMEHEHUIO U MPOTHBONOKA3AHM, CTIOCO00B MPUMEHEHUS 1
103 JIeKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUM 10 NPUMeHEHUI0
JIEKAPCTBEHHOT'0 Npenapara

1. [Tpuka3z Mun3apasa Poccuu ot 21 anpens 2022 roma Ne 2741 «O6 yrBepxaeHuu [lopsaka
OKa3aHUsl MEAMIIMHCKON ITOMOIIM IMallMeHTaM C BPOKJICHHBIMU W (WMJIM) HACIEACTBEHHBIMU
3a00JICBaHHSIMI)

2. [Tpuka3 MunucTEpCTBa 3paBOOXpaHEHUsI U couuanbHOro passutuss PD or 16 anpens
2012 r. N 366H «O06 yrBepxkaenuu [lopsiaka okazaHus neguaTpuyecKor MOMOIIN»

3. ITocranosnenue IIpaBurennbctBa Poccuiickoit @enepanun ot 9 anpens 2015 roma Ne333
«O6 yrBepxkaeHun I[lpaBwin (opMHUpOBaHHS TEPEUHS CHEIUAIM3HUPOBAHHBIX TPOIYKTOB
JIeueOHOTO MUTAHUS JIJI IeTCH-HHBAIM OB

4. HNudopmanus o iekapcTBEHHBIX cpeacrBax: https://grls.rosminzdrav.ru

S. MexnaynaponHas kinaccudukanus Ooje3Hel, TpaBM U COCTOSIHMM, BIMSIOIIUX Ha
3noposbe (MKB — 10);

6. [Tpuxa3z Munzapasa Poccuu ot 2 mast 2023 r. N 2051 "O06 yrBepxaeHun HomeHknaTypsl
JOJDKHOCTEH METUIIMHCKUX paOOTHUKOB M (papMalieBTUYeCKUX paOOTHUKOB"

7. ®enepanbHblil 3akoH 0T 25.12.2018 Ne 489-03 «O BHeceHHMU W3MEHEHUHU B cTaThio 40
@®enepanibHoro 3akoHa «0OO0 o00s3aTenbHOM MEIUIIMHCKOM CTpaxoBaHMM B Poccuiickoit
Oenepannny n DenepanibHblidi 3akoH «O0 OCHOBaX OXpaHBI 3I0POBBS TpakiaH B Poccuiickoi
®enepanyn» 10 BOIIPOCaM KIMHUYECKUX PEKOMEHIALMI.

8. [Tpuka3 MunzapaBa Poccun Ne 103n ot 28.02.2019 1. «O6 yTBepkIeHHH MOpsAAKa U
CPOKOB pa3palOTKM KJIMHMYECKHX PEKOMEHAAlMHA, UuX IepecMOoTpa, TUIOBOH (HOPMBI
KIIMHUYECKUX pEKOMEHJAIMid U TpeOOoBaHUNM K HX CTPYKTYpEe, COCTaBy M Hay4dyHOU
000CHOBAHHOCTH, BKJIFOUa€MOU B KIIMHUYECKHE PEKOMEHIAIINN UH(DOpMALII.

9. [Tpuka3 Munznpasa Poccun ot 13.10.2017 N 8041 «O06 yTBEp>KACHUU HOMEHKJIATYPHI
MEAULMHCKUX YCIIyT».

10. [Tpuxa3z MunucrepcTBa Tpyna u conuanbHoi 3amuTsl PO ot 27 aBrycra 2019 r. N 5851
«O knaccupuKalugax U KPUTEPUSAX, UCIOJIb3YEMBIX MPU OCYIIECTBIEHUU MEIUKO-COLHATbHON
HKCHEPTHU3BI TPaXkaaH (eaepantbHbBIMU IOCYIapCTBEHHBIMU YUPEKACHUIMH MEAUKO-COLUAIBHOM
DKCIEPTU3BDY;

11. IIpukaz MuHHCTEpCTBAa 3APABOOXPAHEHMS W COLMAIBHOTO pa3BuTHs Poccuiickon
®enepanun ot 9 aBrycra 2005 1. Ne 494 «O nopsiike TpUMEHEHUs JIEKAPCTBEHHBIX CPENICTB Y

OOIBHBIX I10 KU3HEHHBIM ITOKA3aHUSIM)
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12. NudpopmanmonHoe mnucbMo MunzapaBa Poccurm 1m0 BO3MOXKHOCTH — 3aKyIKH
JICKApCTBEHHOTI'O Imperapara 10 TOProBOMYy HauMCHOBAaHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16.  Pacnopsokenue IIpaButenscrBa P® ot 11.12.2023 N 3551-p «O0 yrBepkIeHIH MTEpeUHs

CIICHUAJIM3UPOBAHHBIX ITPOAYKTOB J1e4e0HOT0 MUTAHUSA JJIA IICTGP'I-I/IHBaJII/IILOB))

OcHOBHbIE HODMATHBHO-TIPABOBBIE AKThI, PeryJHpYyoIIHe 0Ka3aHue

NAJIMATHBHOM MeIMIMHCKON IOMOIIM

1. @®enepanbHblil 3akoH «O BHeceHuMU u3MeHeHMH B DenepaiibHblil 3akoH «O0 OCHOBax
OXpaHbl 3710pOBbs IpakaaH B Poccuiickoit denepanyny» 1o BonpocaM oKa3aHHs NaIJIMATUBHON
MeauuHCcKoHr moMomu» oT 06.03.2019 Ne 18-D3.

2. [Tpuka3 MunsapaBa Poccun Ne 345H, Muntpyna Poccun N 3721 ot 31.05.2019 «O6
YTBEP)KJICHUH TOJIOKEHUS 00 OpraHM3allii OKa3aHUs MaJUIMATHBHONH MEIUIIMHCKOM ITOMOIIH,
BKJIIOYAs TOPSIOK B3aMMOACHUCTBUS MEAMLIMHCKUX OpPraHU3alMid, opraHu3aluid COLMAIbLHOIO
oOCIIy’)KUBaHUsI U OOILECTBEHHBIX OOBEIUHEHUH, HWHBIX HEKOMMEPUYECKHX OpraHU3alluii,
OCYIIECTBIISIOLIUX CBOIO JESATEILHOCTD B Cpepe OXpaHbl 3J0POBbSI».

3. [Tpuxa3z Munzapasa Poccun Ne 348n ot 31 mas 2019 roga «O06 yTBepK/I€HUU TEPEUHS
MEIMIUHCKUX W3JeNuil, MpeaHa3HaueHHbIX Ul MOJAep)KaHUs (YHKIMH OpPraHOB M CUCTEM
OpraHM3Ma 4eJ0BeKa, IPENOCTABIAEMBIX JUIsl UCIIOJIB30BAHUS HA JOMYY.

4. [Tpuka3z Munznpasa Poccun Ne 5051 ot 10 utona 2019 rona «O6 yrBepxknenuu [lopsiaka
nepefaud  OT MEIUIIMHCKOM OpraHu3aluy MalMeHTy (€ro 3aKOHHOMY IPEACTAaBHUTENIO)
MEIUIUHCKUX HW3JeNuil, MpeJHa3sHaueHHbIX Ui HOJIep)KaHUs (YHKIUI OpraHoB M CHCTEM
OpraHu3Ma 4eJIOBEKa, AJIs HUCIIOJIb30BAHMS HA I0MY ITPH OKa3aHWU NMaJNIMATUBHOM MEINLIMHCKON

IIOMOIIN).

IIpumep (popmMyTHPOBKH JHArHO3A

0 bone3ns «kieHOBOrO CHUpOIIa». TuamuH-3aBUCHMAas (bopMa.
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Ipuao:xkenue A3.1 Cxema MeTa00IHYECKUX MPOLIECCOB, MPUBOASIINX K
Pa3BHUTHIO 00JI€3HU «KJIEHOBOTO CHPOIIA

Benok TiaHesme

paLuoHE 5‘5"““

Mz onemuH
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. !
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q I I 1 1
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CyryMHMn- > L
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[Ipumeuanue: mudpoii «1» 0603HaUeH METaOOTNIECKHIA OJIOK.
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IIpuioxkenue A3.2 Hopmbl (pu3H010rH49€ecKOii MOTPEOHOCTH B OCHOBHBIX
MUIIEBBIX BEIECTBAX M IHEPTHH [IJIsI 310POBBIX JeTeil

Ta6auna 1 — Pexomenayemasi HOpMa CyTOYHOTO MOTpedieHus pyu 00JIe3HU KIIEHOBOT'O CUpOMa

(PB.Acosta: Nutrition Management of Patients with inherited Metabolic Disorders, Jones &
Barlett Publishers, 2010)

N3oneiinun | Jlednun Banun benoxk Kanopuitnocts | Kunkoctu

Bo3zpact

MI/KT MI/KT MI/KT (obmr.) Kxan/kr MIT/KT
MAlUEHTOB

/KT

0 —6 mec. 30-90 40-100 40-95 2,5-3,5 95-145 125-160
7 — 12 mec. 30-70 40-75 30-80 2,5-3,0 80-135 125-145
1 -3 ronma 20-70 40-70 30-70 1,5-2,5 80-130 115-135
4-8 net 20-30 35-65 20-50 1,3-2,0 50-120 90-115
9-13 ner 20-30 30-65 25-40 1,2-1,8 40-90 70-90
14- 18 ner 10-30 15-50 15-30 1,2-1,8 35-70 40-60
19+* 10-30 15-50 15-30 1,1-1,7 35-45 40-50

o MY)K‘-H/IHI)I 1 )XCHIIIMHBI BHC IICpHUOaa 6ep€MCHHOCTI/I 1 JJaKTallun

Ta6auna 2 MunuManbHbIN Oe30macHbIil ypoBeHb O6enka cormacio FAO/WHO/UNU 2007 B

3aBUCUMOCTH OT BO3pacTa.

Bo3spacr ‘ r/kr/cyt
MunaneHiisr (Mec.)

1 1,77

2 1,5

3 1,36

4 1,24

Hetu (1.)

0,5 1,31

1 1,14

1,5 1,03

2 0,97

3 0,90

4-6 0,86-0,89

7-10 0,91-0,92
[Tonpoctku (T.)

11-16 \ 0,88-0,92
B3spocasie (T.)

Crapme 16 | 0,84-0,87
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Taoauma Ne3

PexoMeHnmyemas cyTouHas HOpMa MUTATENIbHBIX BeliecTB Jyis nanreHToB ¢ BKC B ocTphlil u

OeccUMNTOMHBIN 1epuo (CBOJAHBIE NaHHbIe) [37].

OcTpblil nepuon

beccumnTomMHbIN niepuon

Dueprust (KKaj/Kr) 120-140 100-120

XKupst (% ot 3HEprUN) 40-50 % Hopwma niis1 310poBoro
HaCeJICHHSI

besoxk (r/kr) 3-4 2-3,5

Jletinmu (Mr/kr) 0 40-100

W3ouneiiiun (Mr/kr) 80-120 30-95

Banuu(Mr/kr) 80-120 30-95

Ta6auna 4 CpeqHecyTouHbIE HOPMBI (PU3UOJIOTUYECKUX MTOTPEOHOCTEH B SHEPTUHU I JeTel
cormacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bospacr (mec.) OHeprus DHeprus
(kkan/kr) (kkan/Kr) xeH
MYK.
0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (T.)
1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44 4
17-18 50,3 44,1
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Ipuio:xkenue A3.3 Pacuer nuTanusi, XdkMHYEeCKHIi COCTAB M JHEPreTUYeCKas
LHEHHOCThb JJIf IeTeH ¢ 00JIe3HbI0 «KJIEHOBOI0 CHPOIA

Tadoauuna 1 Cnenuanu3upoBaHHbIE TPOIYKTHl HA OCHOBE aMUHOKUCIIOT 0€3 JIeHlnHa,

U30JIeHIMHA ¥ BajmHal,

HaunmenoBanue
MpOAYyKTa

benok
(3kB.) T

Kup,
r

YrineBonsl,
r

OHepretu
qyecKast
LEHHOCTb, KKaJl

Bo3zpacr
MPUMEHEHUS

Cnennaii3upoBaHH
bIM ITPOAYKT CYXOU
IUIA TUETHYECKOTO
J1Ie4eOHOr0 MUTAHUS
JIETEH TIEpPBOTO Toja
JKU3HH,
CTpaIafoIIHNX
00JI€3HBIO
"KJIEHOBOT'O
cupora",
"Hytpuren 14-leu, -
ile, -val"****

14

23

50,4

470

orOmolr.

Crennanu3upoBaHH
BIM IIPOAYKT CYXOU
JUTSL TUETHYECKOTO
J1e4eOHOTO MUTAHUS
JeTeN cTaplie
OJTHOTO T0JIa,
CTpaJaroInx
00JIE3HBIO
"KJIEGHOBOT'O
cupora",
"Hytpuren 20-leu, -
ile, -val" ****

20

18

50,3

443

crapiie 1 r.

CrennanusupoBaHH
BIM TPOAYKT CYXOU
JUISL TUETUYECKOTO
ne4eOHOro MUTAHUS
JeTeN cTaplie
OJIHOTO roja,
CTpa/IaloLINX
00J1€3HBI0
"KJIEHOBOT'O
cupomna",
"Hyrpuren 40-leu, -
ile, -val ****

40

13,1

31,3

401

crapuie 1 r.

CrennanusupoBaHH
BIM MTPOAYKT CYXOU
TUTSL TUETHIECKOTO
ne4eOHOro MUTAHUS
JIETEH cTapiie

70

3,9

296

crapire 1 roga
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OJHOI'0 T'0Ja,
CTpaJaroIINX
00JIe3HBIO
"KJICHOBOT'O
cupomna",
"Hyrpuren 70-leu, -
ile, -val" ****

CrennanusupoBaHH
bIN IPOYKT
JIETCKOTO
JTAETUYECKOr0
J1Ie4eOHOI0 MUTAHUS
JUISL IETEN MEepBOro
roja >xu3au ot 0 10
12 Mecs1eB B
Ka4yeCcTBE
OCHOBHOI'O IIUTaHUS
U B Ka4eCTBE
JIOMOJHUTEIBHOTO
MUATAHUS JUIS IeTeit
1o 3 mer "MSUD
Anamukc Uugant”
(npu Goste3HU
"KJIEGHOBOT'O
cHpoIay) ****

13,1

23

49,8

466

orOmo1r.

Criennanu3upoBaHH
BII IIPOIYKT
JIETCKOTO
JTUETUYECKOTO
J1e4eOHOTO MUTAHUS
1uig netet ot 1 roga
10 8 JIeT ¢ peaKoit
HACJIEICTBEHHOU
SH3UMOIIATHEH,
JIEULIMHO30M
(60me3HbBI0
"KJIEHOBOT'O
cuporma"), cyxas
WHCTaHTHAsI CMECh
"MSUD
Maxkcameng"
("MSUD
Maxamaid")

25

<0,5

51

309

crapure | r.

Cneunanu3upoBaHH
BII IIPOIYKT
JIETCKOT'0
JHETUYCCKOrO
JIeueOHOTO MUTAHUS
JUTsl ieTei crapiie 8
JIET C peaKou
HaCJICJICTBEHHOM
SH3UMOIIATHEH,

39

<0,5

34

297

crapure | r.
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JIEUIIUHO30M
(60n€3HBIO
"KJI€EHOBOTO
cupomna") "MSUD
Maxkcamym"
("MSUD
Maxamumy) ****

CrennanusupoBaHH
bIN IPOYKT
JTUETUYECKOTO
ne4eGHOro MUTAHUS
uid neteu crapue 1
roja, CTpaialolux
KETOAUUypHUei C
pa3BETBJICHHOMN
LETIbI0 WJIH
JIEUIITHO30M
(60me3HbB10
"KJIEHOBOT'O
cupoma"), "Milupa
MSUD 2 Prima"

60

12,8

291

Hern
1-8 et

Crennanu3upoBaHH
bl IPOJYKT
JTUETHYECKOTO
JIe4eOHOTO MUTAHKS
Ui eTer crapiie 8
JIET U MOAPOCTKOB,
CTpaIaroIINX
KETOAUUIypUEH C
Pa3BETBICHHON
LENbI0 WIH
JIEULITHO30M
(60mne3HBIO
"KJICHOBOT'O
cupona'), "Milupa
MSUD 2
Secunda"****

70

4,1

296

Hern
8 — 15 ner

Cneunanu3upoBaHH
BII IIPOIYKT
JTUETUIECKOTO
ne4eOHOTO MUTAHUS
JUISL IETEW cTapie
15 net u B3pocCIbIX,
CTpaIarOIINX
KETOAUUIypHUEH C
Pa3BETBJICHHON
LETbI0 WIIN
JICULITHO30M
(60n€3HBIO
"KJIEHOBOT'O
cupona'), "Milupa

70

4,2

297

MaIMeHThI
crapiue 15
JIer,
B3pOCIIbIE
BKJTIOYAsT
OepemMeH
HBIX
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MSUD 3
Advantg'****

1. Bce mpoyKTHI 3aperucTpupoBaHbl Ha TEppUTOpUN PD.

O cooepoicanue NeUyuHa 8 HAMYPAIbHLIX NPOOYKMAX OMIAUYAEmCsl 8apUAOelbHOCMbIO.

Pexomendyemcsi nonb306amvcs 0OHUMU CRPABOYHBIMU MAMEPUATLAMU NO XUMUYECKOMY
cocmaesy npooyKmos, max Kax 8 pazmblX CNPABOYHUKAX OAHHbIE MO2YI OMIAUYAMbCA,

011 obnecuenus pacyemos JaeuyuHa 6 NPOOYKMaAx UYeiecooopasno npumMeHsams
cmanoapmuvle  mabauyvl, cooepocawjue OaHHble O KoIuuecmee NpPoOyKma,

coomeemcmsyroueco 50 me nevyuna (maon. 4).

Ta6auna 2 -OpreHTHPOBOYHOE KOJIMYECTBO HEKOTOPBIX MPOAYKTOB, COOTBETCTBYIOLIEE 50 Mr

JIEUIIHA
[IponykTsl Komnuectso benox (1) Jleitus (Mmr)
KopoBse Momoko 15 mn 0,5 50
Kaprodens 60r 1,0 55
Puc 25T 0,6 47
bpokkonu 45T 1,4 51
Imnuuar 20r 0,4 54
Bananst 55T 0,7 53
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IIpuioxkenue A3.4 Pacuer quersl. [Ipumepnbl

IMpumep Nel:
Bo3spacr 3 mec, macca Tena 5,9 kr.
Yposens neinuHa cbiBOpoTKH 1700 MMoItb/it

1. TlorpeGHocTth Oenka: 2,5 r/kr Beca=2,5x 5,9=14,75r
Jletiniuna: 40-100 Mr/kr Beca, HO TaK KaK ypOBEHb JICHIIMHA CHIBOPOTKH ITOBHIIIICH,
CIIeTyeT YCTaHOBUTH OoJiee HU3KOoe nmoTpedienue ierinuna — 40 mr/kr Beca = 40 x 5,9
=236 Mr.

NOTPEOHOCTH B DHEPTUH HE MEHEE 95 KKaII/KT.

2. 1-ii atam: HeoOxoauMast HopMa MoTpebaeHus Jaeiuua 236 Mr/cyT, TPYIHOE MOJIOKO MJTH
aJalTHPOBAHHAsI MOJIOYHAsL CMECh COAEPKUT npuMepHo 1,2 r 6enka B 100 w1, uto
cootBercTBYyeT 124,8 Mr neiinuHa (B 1 T 6eska MOJIOYHBIX TPOAYKTOB conepkutcs 104
Mr aeiiuHa). ExxetHeBHbINA 00b€M TPYJHOTO MOJIOKA WM aJalTUPOBAHHONW MOJIOYHOMN
cMecH OyJzieT paBeH:

124,8 mr - 100 ma

236 Mr - X MI

X =236x100/124,8 =190 (189,1) Mt TpyTHOTO MOJIOKA WJIM aIalITHPOBAHHOMN
MOJIOYHOU CMECH.

3. 2-ii oTam: exxeaHeBHOE 0011e moTpedneHue 6enka 14,75 r, COOTBETCTBEHHO 00beM Oelika
B 190 MJ1 rpyTHOTO MOJIOKA UJTH a/IalITUPOBAHHOM MOJIOYHON CMECH COCTABUT:
1,2r - 100 ma
X 1 - 190 mn
X=1,2x190/100=2281
CooTBeTcTBEHHO, U3 Crelaniu3upoBaHHBINA MPOAYKT AETCKOTO JUETHUECKOTO
ne4eOHOr0 MUTAHMS JIJIs ICTeH mepBoro rojaa xku3Hu ot 0 10 12 MecsieB B KauecTBe
OCHOBHOTO MHUTAHUA U B KaYECTBE JOMOIHUTENHHOTO MUTAHUS I AeTei 10 3 neT
"MSUD Anamukc Uudant" (mpu 6one3Hu "KiI€HOBOrO cupomna') **** peGeHok noMKeH
nonyuuts 14,75 r— 2,28 r = 12,47 r 6enka (6eTKOBOTO YKBUBAJICHTA).

4. 3-ioram: ecnu CenMamTu3upPOBAHHBIN MPOIYKT IETCKOTO AUETUUYECKOTO JIe4eOHOTO

NMUTAaHUA IJ1 AeTei MEepBOro rojga X"u3Hu OT 0 a0 12 MCECALICB B KAYCCTBEC OCHOBHOT'O

MMUTAHUS U B KAUYECTBE JOMOJIHUTENBLHOI0 MUTaHu 11 aeter 10 3 net "MSUD Anamukc

")****

Wudant" (mpu 605€3HM "KIEHOBOTO cHpomna IIPU CTaHAAPTHOM Pa3BEICHUN

coiepxuT 2 r 6enkoBoro 3xBuBasieHTa B 100 M1, TO €e He0OOXOAUMBIN 00bEM:

2T - 100 M

12471 - X MI

X=12,47x 100/ 2 = 623,5 mn Cienuuanu3upoBaHHOTO MPOAYKTa JETCKOTr0
JTUETUYECKOTO JIeUeOHOTO MUTAHUS JIJIS IeTeH rmepBoro rojaa xu3Hu oT 0 10 12 mecsies B
Ka4eCTBE OCHOBHOI'O IINTAaHUS U B KAYECTBE JOMOIHUTEIHFHOIO TUTAHUS IS ACTEH 10 3
aet "MSUD Anamuxc Madant" (npu 601e3Hu "KiieHOBOTrO cupomna')****

Ta6auna 1

XUMHUYECKUH COCTaB palloHa peOeHKa 3-X MeCAIIeB C JICUIIMHO30M:
MPOJTYKTHI KomnuectBo | benku Kupsr VriaeBonnsl | KKal

MJI r r r

I'pyaHoe Monoko 190 2,28 6,8 13,3 127,3
Cnenunanu3upoBanHbii | 624 12,47 22,0 46 431
MPOAYKT JETCKOIO
JIHSTHYISCKOTO
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JIeueOHOT0 MUTAHUS
JUISL IETEN MEPBOro
roga »xu3au ot 0 1o 12
MECSIIEB B KAUeCTBE
OCHOBHOI'O IIUTAHUS U
B KaueCTBE
JIONOJTHUTEIBHOTO
MUTAHUS JJIS JIeTeH 110
3 ner "MSUD
Anamukc Muadant"
(pu Goste3HU
"KJICHOBOT'O
cuporra')****

Bcero | 814 14,75 28,8 59,3 558,3

Ha xr maccel Teia 25 49 10 95

5. IlomyyeHHO€E KOJIMYECTBO IPYAHOIO MOJIOKA M CMECH CJIEIyET pAaBHOMEPHO
pacripenenutb Ha 6 KOpMIIeHHH. /{7151 BOCTIOIHEHUs SHEPTeTUUECKOM MOTPEOHOCTH
pebeHka BO3MOXKHO UCIONb30BaTh #aexcTpo3y (10 r= 100 ma 10% pactBopa=40 kkamn)
JUISl pa3BeJIeHUs CIEeMATN3UPOBAHHON CMeCH Ui 100aBisATh MasbToAeKcTpuH (10 r B
cyTku =40KKaj) B TOTOBYIO K YIOTPEOJICHUIO CMECh, PABHOMEPHO PaCHpeACINB €T
Mexy kopmieHusiMu. [Ipu 6-Tu pa30BOM KOpMIIEHHH TPUMEPHO 1,5 T MaabTOJEKCTpUHA
B KaXJ10€ KOPMJIEHHE * - B 3aBUCUMOCTH OT KOHIEHTPAIlUM aMUHOKHUCIIOT B TIa3Me
kpoBu (TMC) Bo3MOXHA KOPPEKIMs KOHIIEHTPALUHU H30JeHIIMHa U BaJIMHA.

IIpumep Ne2:
Bospact 4 mec, macca Tena 6,5 Kr.
VYposens neiinnHa cbiBOpoTkr 1800 MMOITB/
1. [TorpedHOCTS Oenka: 2,5 T/kr=2,5x 6 =151
Jletinuna: 40-100 Mr/kr Beca, HO Tak Kak ypOBEHb JIEHIIMHA CHIBOPOTKH MOBBIIIIEH,
clenyeT yCTaHOBHUTH Oosiee HU3Koe noTpebnenue neiuna — 40 mr/kr = 40 x 6 =240 mr.
IToTpeOHOCTh B 3HEPTUH HE MEHee 85 KKaJI/KT.
2. 1-# sTan: HeoOxoaumMasi HopMa noTpeOIeHus aeiuHa 240 Mr/cyT, rpyIHOe
MOJIOKO MJTU aJIalITUPOBAaHHAsl MOJIOUHAsI CMECH COAEPKUT nmpumepHo 1,2 r 6enka B 100
MJI, 9TO COOTBeTCTBYET 124,8 Mr neiimuHa (B 1 T 6eka MOJIOYHBIX MMPOAYKTOB
conepxurcs 104 mr nelinuHa). ExxeHeBHBINA 00beM TPYTHOTO MOJIOKA HIIH
aJaNTHPOBAHHON MOJIOUYHOM cMecH Oy/eT paBeH:
1248 mr - 100 ma

240 Mmr - X MI

X =236x 100/ 124,8 = 192 M rpyTHOT0 MOJIOKA WM AANTUPOBAHHON MOJIOUHON
CMECH.

3. 2-11 aTan: exenHeBHOE 0011e MOTpebaeHune 6enka 15 r, COOTBETCTBEHHO 00BbeM
6enka B 192 My rpyAHOTO MOJIOKA MJTH aJallTUPOBAHHON MOJIOYHOI CMECH COCTaBUT:
1,2t - 100 mn

X 1T - 192Mn

X=12x190/100=2,3r

COOTBETCTBEHHO, U3 CIEHHAIM3UPOBAHHOTO MPOAYKTA IETCKOTO TUETUYECKOTrO
7e4eOHOTr0 MUTAHMS JJIs AT mepBoro roaa »u3Hu ot 0 10 12 MecsIeB B KauecTBe
OCHOBHOI'O ITUTAaHUA U B KAUCCTBC AOIIOJHUTCIBbHOI'O ITUTAHUA OJIs1 I[CTGIZ o0 3 JICT
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"MSUD Anamukc Madant" (mpu 6ose3Hu "KiieHOBOTO cupona')**** pedGeHok moinKeH
nonyduTh 15T — 2,3 r = 12,7 r Genka (0eIKOBOTO SKBUBAJICHTA).

4. 3-# 9Tan: eciu crenuaaIn3upoBaHHast JiedeOHasi CMECh IPH CTaHIaPTHOM
pa3BeneHuM coaepxkuT 1,8 T 6enkoBoro skBuBasieHTa B 100 M1, TO €€ He0OXOTUMBII

00BeM:
1,81 - 100 M
12,71 - X MI

X=12,7x 100/ 1,8 =705 mn Cnenuaan3upoBaHHOTO MPOIYKTA CYXOTO st
JTUETHYECKOro JIeYeOHOro MUTaHusl IeTeil epBOro rojia *KU3HU, CTPAAAIIINX 00JIE3HBIO
"kienoBoro cupomna', "Hyrpuren 14-leu, -ile, -val"****

Taoauna 2.

XHMMHUYECKUH COCTaB pallMoHa peOeHKa 4-X MeCALEB C JIEHIIMHO30M:

MIPOJYKThI

KomanuectBo
MII

benxku
r

Kupsl
r

VYrieBoanl
r

KKaJI

I'pyiHOE MOIOKO

192

2,3

7,0

13,4

129

Crieunanu3upoBaHHbIN
MPOJAYKT CYXOH AJis
JTUETUYECKOTO
ne4eOHOro MUTAHUS
JIeTEl MEepBOro rojia
KHU3HU, CTPAAAIOIINX
00J1e3HBI0 "KIICHOBOTO
cupomna", "Hyrpuren
14-leu, -ile, -val"****

705

12,7

21,2

46,5

437

Bcero

897

15

28,2

60

566

Ha xr macceI Tena

2,5

4,7

10

94

Koppekunu sHepreTnyeckoil HEeHHOCTH pallioHa He TpeOyeTcs.
ITpumep Ne3.
Pebenok 3-x jert, Mmacca tenald kr
[TepenocumocTs neinnnHa — 40 MI/Kr, 4TO COOTBETCTBYET 560 MT JeiiiHa B CYTKH.

1.

CyrouHnas Hopma notpebnenus 6enka 1,5 r/kr — 21 1.

B cpennem B 1 rpamMmmMe HaTypasibHOTO Oenka conepxkurcs 70 Mr neiuna.
560 /70 = 8 r HaTypaIbHOTO OEJKa.

CoOTBETCTBEHHO, KOJINYECTBO OEIIKOBOIO AKBUBAJIEHTA CIIELUATIU3UPOBAHHON cMecH: 21

—-8=13r.

OHEProueHHOCTh CyTOUHOT0 pannoHna nutanus 80x14= 1120 kkai.

Jlns pacuera CyTOYHOTO pallioHa U KOJIMYECTBA HATYPaJIbHBIX MPOAYKTOB MOKHO
ucnonb3oBath Tabuuny 2 Ipunoxenus A3.3 (mpuBeaeHa B KauecTBe MpUMepa) U
aQHAJIOTMYHBIE TAOIUIBI C JAHHBIMU 110 COJIEPKaHUIO JICHIIMHA B TPOTyKTaX.
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Ipuioxkenne A3.5 PekoMmenayeMoe cogeprkaHie aMUHOKHUCIOT B IUIa3Me

KPOBH
AMMHOKHCTIOTA MMOJIB/JT mr/ Hopwma (Mmoib/in)
(9700071 100-300* 1.3-3.9 50-215
BaJIMH 200400 2.3-4.6 85-200
U30JIENLINH 100-300 1.3-3.9 5-90

neteit mramme S5 net u 300 MKMOJTB / 7T 47T JeTel crapiie 5 et

*PGKOMCHﬂyeMaH MaKCUMAJIbHAasA KOHIICHTpAald B KPOBU COCTABJIACT 200 MKMOIB / 11 JUIA MJIaICHIICB U

IIpunoxenne A3.6 Pa3opoc KOHIEHTPAIUI AMUHOKHMCJIOT ¢ Pa3BeTBJIEHHOM
Lenblo B IJIa3Me KPOBH YCJOBHO 3/I0POBbIX M NALIMEHTOB J€TCKOr0 BO3PacTa ¢

BKC

P3.36pOC KOHI_IeHTpaI_II/Iﬁ AMHUHOKHUCIOT C paBBeTBHeHHOﬁ LCIIBIO B IUIA3ME KPOBHU YCIIOBHO

3JI0POBBIX M MAIIMEHTOB JIeTcKoro Bo3pacta ¢ BKC

AMHHOKHCIIOTa, MKMOJIb/JI

YcnoBHO 3A0POBLIC ACTHU

ITamueHnTs! ¢ 001E3HBIO
«KJICHOBOT'O CHPOTIa»

W3oneiinua 26-91 200-12000
Jleinun 48-160 500-5000
Banun 86-190 500-1800
Ammon3oneinux 0-5 12-220

56




Ipuaoxkenue A3.7 PacmudgpoBka npumedaHuii
... — mpenapar BXOJMT B IEPEYEHb KU3HEHHO HEOOXOIMMBIX M BAKHEHMIIMX JIEKAPCTBEHHBIX
npenaparoB (Pacnopsokenne IlpaButensctBa PO ot 12.10.2019 Ne 2406-p «OO6 yTBEepKIaeHUU
MepeYHsl KU3HEHHO HEOOXOJMMBIX M BOKHEWIIIMX JIEKapCTBEHHBIX IpemnaparoB Ha 2020 rox, a
TaK)Ke MepeyHel JIEKapCTBEHHBIX IPENapaToB AJIs MEAULMHCKOIO IPUMEHEHUS! U MUHUMAJIbHOTO
ACCOPTUMEHTA JIEKAPCTBEHHBIX NPENapaToB, HEOOXOAWMBIX JJIsI OKa3aHUS MEIUIITHCKON
nomotnuy, Pacnopsokenne [IpaBurenscrBa PO ot 23 Hos6pst 2020 1. Ne 3073-p
# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIIUH JIEKAPCTBEHHOTO CPEACTBA
MOKA3aHUH OCYIIECTBISETCS MO PEIICHUI0 BpaueOHOW KOMHCCHH, C pasperieHus JlokalbHOTO
ATUYECKOr0 KOMUTETa MEJUIMHCKON opraHu3auuu (Ipu HAIWYUH), C YCIOBUEM MOANMCAHHOTO
MH(OPMUPOBAHHOTO COTJIaCUs POJIUTENEH (3aKOHHOTO MPEJICTaBUTENsA) U MalleHTa B BO3pacTe
crapuie 15 ner;
FHAX - creuuanu3MpOBAaHHBIA NPOAYKT JIEUEOHOrO0 NUTAaHMs, BKJIIOYEHHBIH B IIEPEUYECHb
CHECIMATU3UPOBAHHBIX MPOAYKTOB JiedeOHOro mHTaHus s jerer-uHBanuaoB (Ilepeuens
CHEUAIM3UPOBAHHBIX MPOAYKTOB JIEUEOHOrOo MUTaHus i Jereii-unBanngoB Ha 2021 rog,

yTBEpKACHHBIN pacniopsbkeHueM [IpaBurtensctBa Poccuiickoit denepanuu ot 7 nexadps 2020 r.
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Ipunoxenue b. Aropurmsl 1eidcTBUII Bpaya

[TarreHT ¢ moto3peHueM Ha 00JIe3Hb KJICHOBOTO
cupona

Junarnoctuka

Koncynbranus
HET
npoPUIBHOTO |

cricquajamucTa

[uarnos
HOATBEPHKIEH?

A

Tepanus B ctanmoHnape

¥

JlucriancepHOe HaOMIOCHNE | JICYCHHE C

A 4

NEPpUOANYCCKUM KOHTPOJIEM B

CIICUAJIM3UPOBAHHOM OTACJICHUN

Tepanus
s¢dexTuBHa?

A
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AJITOPUTM HEOHATAJIBHOTO CKPMHMHIA HA 00J1€3Hb «KJIEHOBOI0 CHPOIIa»

[ AMUHOKUCNOTHI B BbICYLUEHHbIX NATHAX KpoBu* ]

¥ v ¥

‘ Leu > 600 mkM/n } ‘ Leu 380-600 mkM/n ] Leu < 380 mkM/n ’

v

KOHCYNLTaUUs Bpada-

reHeTuka/spava-neguarpa/spava

HeoHatonora. [ocnuranu3ayus,
Ha3Ha4eHue Tepanuu

perect**
OpraHW4eckue KUCNoTbl MO4U

Y Y
nelyrH NoBbliLLeH neiyuH Hopma/nosbiLueH
CNEKTP OpraHuye CKux KUCNoT, CrEKTP OpraHu4ecKUX KUCNoT, He
XapakrepHbix AN neiyuHosa XapaKTepHblit Ana neituuHo3a
Y
y CONOCTAaBNEHUE KITUHUYE CKUX U
neiunHo3 (6onesHb NaBopaTopPHbIX AaHHLIX
C 3anaxom KNeHoBoro paccmoTpeHue Bonpoca ob
‘cupona Mouu) OTMeHe Tepanuu
BbICOKOBE POATEH | UCKNoueHue oLumbok

npeaHanuTU4eckoro atana

\

HEeO0AHO3HauHble pe3ynbTarbl

IO ot OHK-ananuaa

[eHoTUN ycTaHOBNEH

A

[ Quartoa neiumkos (BoneaHs ¢
3anaXom Knexosoro cupona Pl e
_ MONU) NOATBEPXKAEH

* - NPY AaHHOM METOAE N30MEPBI NELUNH, M30NENUNH, aNNON30NENLUUH U MTMAPOKCMNPONMH HE PA3AEnsioTCA, 8 BbIXOAAT OAHMM MUKOM
** - BaATME MATEPWana 0 HasHa4YeHWs Tepanumn
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Ipunoxenue b1. Anropurm aeiicteust Bpaya npu bKC B nepuon
MeTa00JIuYeCKOro Kpu3a

TOWHOTa MAK PBOTA, OTKA3 OT eAbl/CHAKCHNE aNNeTHUTa, AMAPen, MXOPAAKA, NETAPria UAK HEBPOOTMYECKHE
HapyleHKWA (HapylweHWe co3HaHMA, roNoBHaA BoNb, aTaKCUA, AUCTOHHA UAKU CYAOPOTrK)

h

- HemepneHHas rocnuTanmsaymn B NpodunbHbIA cTaLMoHap

- MpeKkpaTUTL NpUemM HaTypanbHOro Beska Ha 24-484 MakCcUmMmym

- B nepuoa Ha 24-48 4 nepeBecTH Ha NUTaHME UCKNKYMTENLHO cneunanusupoBarHHoil BCAA-free nevebHoit
cmeceto. Ecnu cneuunanusmposaHHas neyebHas CMech OTCYTCTBYET B MEAMLMHCKOM YUPENKIEHWM, CnegyeT
MCNO/b30BaTh CMECh, NPEJOCTABACHHYIO POOUTENAMM

- AH3/M3bl: INEKTPOAUTEI NAa3mbl, KLLC, KeToHBI MOYM (MK CHIBOPOTOYHBIN B-rugpokcnbytupar, ecau
BO3MOMHO), aMWHOKUCAOTLI KPOBK

- NepopantHasn u/uan napeHTepanbHan NPOTMBOPBOTHanA Tepanua (Hanpumep, oHgaHceTpoH 0,15 mr/kr/ao3a)
npu HEDﬁXDAMMOCI’M

- MeaneHHas B/B MHdY3UA PpacTBOPOB AEKCTPO3bI C 3/IEKTPOAMTHBIMU PAacTBOPaMK

h 4

Mpwu3HaKkK oTeKa roN0BHOIO MO3ra, BRAIOYAsA HapyLUEHWe YPOBHA CO3HAHMUSA, CYA,0POTH, HEBPOAOTUYECKHU A
AedUUNT UK OTeK JUCKa 3pUTENIbHOTO HepBa

OA HET
N

- HemeganeHHan KOHCYNbTaUKMA peaHUMaTonora,
HEBPOJIOTa U APYTrMX CNELUaNUCTOB No NoOKasaHNAm
- MOHWTOPKHT *M3HEHHbIX NOKa3aTenei

- MPT ronogHoro mosra

- CTaHpgapTHOE nevyeHue oTeKa roI0BHOro Mo3ra

- OBcyxaeHue Bonpoca o HeobxoAMMoCTH
nposegeHua remoauanvsa

- YCTaHOBKa LEHTPaALHOrO BEHO3HOrO A0CTYNA

- MeaneHHas B/ WHdY3UA pacTBOPOB AEKCTPO3bI C
3/1IEKTPOSIUTHBLIMM PAcTBOPaMK

- B/B uH}Y3NA MHCY/IMHA NPU TMNEPTAMKEMUU

- B/8 nHdy3mMA KMPOBLIX 3MYABCUIM B CTAPTOBOM [03€

1-2 r/er/eyT
l v

MaumeHT cnocobeH ycBansaTh cneumanusnposatHyio BCAA-free neyebHylo cmech 0panbHO M/MAKN 3HTEPaNbHO

!
A
' '

- B nepuvopg, Ha 24-48 4 nepeBeCcTM Ha NUTaHUE
WCK/IIOYMTENIBHO cneuuanuaMposaHHoi BCAA-free
neueBHOI CMECBIO NEpopanbHO/aHTEPanbHO

- CYTO4HaA KaAopPMHHOCTL pauMoHa AoNKHa BbiTb

- MNapeHTepanbHOE NUTaHKE
{aMmUHOKKUCNOTHBIE cmeck Bes BCAA,
YMPOBbIE 3MY/LCHMK, PACTBOPLI AEKCTPO3bI)

yBenuvyeHa Ha 25-50%
* 4

- KoHTpoab keToHoB mouu, KLLIC, 3neKTpoAMTOB nnasmbl He pese 2 pas B CYTKM W NOo NOKasaHUAM

- ExXeAHEBHDIA KOHTPO/Ib aMUHOKWCIOT KPOBU

- Mprem U3onedMHa U BaAWHA B 003UpoeKe 80-120 Mr/Kr C UEeNBH NOAAEPKAHUA UX B NNasmMe Bbilwe 200
MKMOAB/N

- MOHUTOPWHT U NeYeHWe CONyTCTBYHOLWEA NaToN0TMK

BbINMCKA NaLMEHTa BO3MOXKHA, CK:

- YcBauBaeT nepopanbHOe NUTaHue

- OTpULaTENBHBIE KETOHBI MOYM

- YPOBHM aMMHOKMCAOT KPOBM B NMPeAenax AONyCTUMbBIX 3HAYEHWH
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IMpunoxenue B. Uudopmanusa 11 naumeHra

Yro Takoe «00J1€3Hb € 3a11AX0OM KJIECHOBOI'0 CHPOINIA MOYM» WJIM JeHINHO03?

«boJ1e3HB € 3a11aX0M KJICHOBOI'0 CHPOIIAa MOYM» WM JICHIIMHO3 — 3TO PEAKOE HACJIECTBEHHOE
3a0oJieBaHuE, IPU KOTOPOM HapyLIAIOTCs MPOLIECCHI, CBA3aHHbIE C pacilerieneM Oenka. benku,
9TO Ba)KHAS COCTaBJIAIONIAsl yacTh nMUTaHus. OHM HEOOXOIUMBI Ui POCTa M BOCCTAHOBIICHUS
KJIETOK Hamlero opranu3ma. YtoObl OpraHu3M MOT HCIOJIb30BaTh OENOK M3 MHUIIH, OH JOJDKEH
pacuienuThCs Ha 0Oojee MEJIKHME YacTH — aMUHOKHCIOTHL. Jlanmee Onaronmapst crienualbHBIM
dbepMeHTaM, 3T aMUHOKHUCIIOTHI PACXOAYIOTCS Ha BBIIIOJIHEHUE ONpEAENEHHBIX (YHKIHUH. Y
MAlMEHTOM C «0OJEe3HBI0 C 3amaxoM KIEHOBOIO CHpOMa Mouu» He paboTaer  (epMeHT
JETUIpOreHas3a aib(a-KeTOKUCIoT ¢ pasperBieHHoN nenbio (BCKD), n3-3a wero opranusm He
MOXKCT paClICIIMTb aMHUHOKHUCIIOTHI HeﬁHHH, H30H€I>'IIII/IH U BaJlMH, B CBA3M C UYEM OHH U HUX
MIPOU3BOJIHBIC (OpraHUYECKUE KUCIIOThI) HAKAIIMBAIOTCA B OPraHU3ME, OKa3bIBask TOKCUYECKOE
BO3/ciicTBUEe.  BBICOKMH YpPOBEHb ONpEAENeHHBIX OPraHMYeCKUX KHUCIOT MOXKET BBI3BATh
HEOOBIYHBIN CITaKUI 3aIax MOYH U 1OTa, OTCIOJIA M Ha3BaHHWE JAHHOTO 3a00JIeBaHUs - 0OJIE3HB C
3araxoM KJIEHOBOT'O CUpOIIa MOYH.

Hapymienne paboTel gepMeHTa MOXKET OBITH CBSI3aHO C M3MEHEHUSMU B OIHOM U3 T'€HOB,
BCKDHA, BCKDHB, DBT wunu DLD.

Kak nposiBisiercst «00/1e3Hb € 3al1aX0M KJICHOBOI'O CHPOIIa MOYM»?

OCHOBHBIMU CHUMIITOMaMU 3a00JI€BaHUA Y JIETEM TPYIHOTO BO3pacTa SBISIOTCS PE3KOe
yXyAlLIeHHuEe OOIIEro COCTOSHUS uYepe3 HeCKOIbKO AHeW (wamie oT 7-14 aHeii) mocie Havana
KOPMJICHUSI TPYAHBIM MOJOKOM HIM MOJOYHOW CMEChIO, BSJOCTh WIJIM TOBBIIICHHAS
BO36y,Z[I/IMOCTI), pBOTA, OTKA3 OT IMMHIIIH. Bo3MO0XHBI TaKkkKe Cyaoporu, Hapyu€Hus CO3HaHUsA, KOMa,
CUHIOLIHAs OKpacka KOH (LIMaHO03), HapyIlIeHUe JIbIXaHus (arHo3). Y aeTel crapiie oJHOro roja
HaOMI0TaeTCs 3a/IepKKa TICUXOMOTOPHOTO Pa3BUTHSI, YMCTBEHHAs! OTCTAIOCTh, I)PUTEMATO3HbBIE
BBICHITIAHUS Ha KOXKE, YacThle MH(PEKIIMOHHBIC 3a00JIEBaHUS, CYOPOKHBIN CHHAPOM.

Kak ycranaBJIMBalOT AMarHo3 «00/1e3Hb € 3a1aX0M KJIEHOBOI'0 CHPONa MOYM»?

Ha ocHOBannM KIIMHUYECKHX CHUMITTOMOB Bpad MOXCET 3all0OJO3PUTh JUArdHo3 U OTIIPABUTH
namMeHTa Ha JabopaTopHoe oOcieoBanue. MeTo0M TaHAEMHON MacC-CIIEKTPOMETPUU B KPOBH
ONPEACIAIOT YPOBEHb TAKUX COECIUHEHUH KaK KapHUTHUH, allWJIKAPHUTHHBI 1 aMUHOKHCIIOTHI, C
MOMOIIIBI0 METO/a Ta30BOM Xpomarorpaduu macc CeKTpOMEeTpueil — ypoBeHb OpraHMYECKUX
kucaoT Moul. [Tpu «Oone3Hu ¢ 3amaxom KJIEHOBOTO CHpOIa MOYM» HaOJI01aeTCs MOBBILLIEHUE B
KpOBH KOHLCHTpalIHuKn HeﬁHHHa, HSOHeﬁHI/IHa n BanuHa. B moue BBIABJIAIOT ITOBBIIIICHUEC
KOHLEHTpaluu 2-0KCO-M30KaIpOHOBOH, 2-ruAPOKCU-U30KAIIPOHOBOH, 2-0Kco-3-

METHIIBAJIEPHAHOBOM, 2-0KCO-U30BaJICPUAHOBOM, 2-TUIPOKCU-U30BATEPUAHOBON U 2-THIPOKCH-3-
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METHJIBAJIEPUAHOBOM KHUCIOT. [larmeHTaMm ¢ BBISBJICHHBIMH OMOXMMHYECKUMHU WU3MEHEHUSIMHU,
XapaKTepHbIMH I «OOJIG3HH C 3alaxoM KJICHOBOTO CHPOIa MOYH», JJIS IOATBEPIKIACHHS
JIMarHo3a MPOBOAT MOJICKYJIAPHO-TEHETHYECKOE MCCIICAOBAHNE C LIEIbIO BBISBICHHS MYTaIluU B
renax BCKDHA, BCKDHB, DBT wunu DLD. OOb4HO 17151 3TOTO MPUMEHSIIOT UCCIIE0BaHUE C
MOMOIIBIO TAPTETHBIX TCHETUUECKUX ITAHETICH.

Kak jeuat «00J1€3Hb € 3a11aX0M KJIEHOBOT'0 CHPOIIa MOYM»?

OCHOBHOW MPHUHIUI TEPaNUU «OOJE3HU C 3alaxoM KJICHOBOTO CHPOIla MOYHM»— CHHU3HTH
MOCTYIUICHUE B OPraHW3M aMUHOKHUCIIOT JICHIIMHA, M30JICHIIMHA, BAJIMHA JUIS MIPEIOTBPALICHHUS
MOBPEKAIOIIECTO BO3JCHCTBUS JIaHHBIX BEIIECTB Ha OpraHu3aM. J{as 3TOoro B NHTaHUU
OTPAaHMYNBACTCS HATYPaTbHBIN OEIOK, HCKITFOYAIOTCS MPOIYKTHI C BRICOKUM COJIep KaHneM Oeka,
TaKue KaK MsCO, pblOa, siiflla, MOJIOUHBIC MPOAYKTHI, 0000BBIe U np. KomreHcanus nedurmra
Ocllka TPOMCXOIMT 3a CYET HCIOJb30BAaHUS CIICHHUAIM3UPOBAHHBIX CMeCcel Ha OCHOBE
AMUHOKUCJIOT 0€3 JICUIINHA, U30JICUIINHA, BAJIMHA, COOTBETCTBYIOIIUX BO3PACTHBIM ITOTPEOHOCTAM
pebeHKa B OCHOBHBIX IMHIIEBBIX BEIICCTBAX U SHECPTHUU.

[Ipu OTCYTCTBUU COOTBETCTBYIOIICH TEPAlUU COCTOSHUE MAIUCHTAa MOXKET PE3KO YXYALIUTHCS,
IPUBECTH K PAa3BUTHIO META0OJHMYECKOro KpH3a, HEOOPAaTUMBIM ITOCICACTBUSAM BILUIOTH O
JeTalbHOTO  HMcXoaa. MeTtabonmMyeckuii  KpU3 TakkKe MOXKET OBITh  CIPOBOIUPOBAH
HEOJIaroNMPUATHBIMU (DAKTOPAMH, TAKHMH KaK HAPYIIICHHUE TUETHI, MPEHEOPSIKCHNE Ha3HAUCHUSIMU
Bpaua, BUPYCHBIMH U OaKTepHATbHBIMH HUH(EKIUSIMH, CTPECCOBBIMH CUTYAIUSMHU, TPaBMaMU U
XUPYPTUYECKHUMH BMEIIATeTCTBAMHU, AMOLMUOHAIBHBIMU W (PU3NYECKUMH Harpy3kaMu WU
BO3HUKHYTh Ha (hOHE IMOJIHOTO Onaromonyuus. [IpeaBecTHHKaMHM KpH3a SIBIISETCS CHIDKECHHE
YMOIMOHAIBHOTO TOHYCA, BSUIOCTh, COHJIMBOCTh, OTKAa3 OT €JIbl, MOXET OBITh PBOTAa, BO3MOXKEH
MOJIBEM TeMIIepaTypbl, 0COOEHHO MpH JAe0r0Te NHPEKIIMOHHOTO 3a00IeBaHUSI.

[Ipu mepBBIX CUMIOTOMax MeTabOIMYECKOTO KpH3a HEOOXOAMMO CPOYHO TOCIHMTATIU3UPOBATH
MaIyenHTa, J10 pre3/1a Bpadya CKOpOi TTOMOIIH He3aMeUTUTEILHO HadaTh TEPAITHIO HA JIOMY.

Y manmeHTa mpu cebe Bcerma JOJKHA HAXOIUTHCS TaMATKAa ¢ yKa3aHUEM HEOTIIOKHBIX
MEPOMPHUITHIA B IEPHO]] HAYNHAIOIIETOCS METa00INYECKOTO KpH3a

Kak Hacienyercsi «00/1€3Hb € 3a1aX0M KJIEHOBOI'0 CHPOINIa MOYM»?

«bomne3Hp ¢ 3amaxoM KJICHOBOTO CHPOIIA MOYW» HACIEAYIOTCS TI0 ayTOCOMHO-PEIECCHBHOMY
THUITY. DTO 3HAYMT, YTO OOJIC3HB MPOSIBISIETCS TOJIBKO B TOM ClTydae, eCJii 00a pOJIUTEIS SBIISIOTCS
HOCHUTEJISIMU OOJIE3HU U, XOTS CaMH OHU HE OO0JICIOT, MepeIaloT peOeHKY ABa MOPAKEHHBIX TeHA.
BonpmmHCTBO cemeil, rae ectb peOeHOK ¢ ITHM 3a00JeBaHHEM, HE CTAIKUBAIUCh PAaHbIIE C
mo00HOM mpobsieMoii. PUck MOBTOPHOTO poxkaeHHs 00IHHOTO peOeHKa B CeMbe, TAC YXKE €CTh

OOJIbHBIE IETH, COCTABIISIET 25% Ha KaXKAYI0 OEPEMEHHOCTb.
2
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Bpatbst u cectpsl OosbHOrO peOeHKa, MOTYT OBITH OOJNIBHBIMH, JIaXK€ €CJIM y HUX HAa MOMEHT
JUArHOCTHKU 4YIEHOB CEMbU HE OBLJIO CUMNITOMOB. B gaHHOM ciiydyae HEOOXOAMMO MPOBECTU
JTUArHOCTHKY, YTOOBI KaK MOKHO PaHbIlIe HauaTh TEPANUIO U U30eKaTh OcI0KHEeHUI. Takke oHU
MOTYT OBITh HOCUTEJSIMHU, KaK UX pOoAUTeNnu. YTo KacaeTcss ApYruX YJIeHOB CEMbH, TO UM Ba)KHO
COOOILUTh, YTO OHM MOTYT OBITh HOCUTEISIMHU. DTO 3HAUUT, YTO M Yy HUX €CTh PUCK POKICHUS
peOeHKa ¢ JaHHBIM 3a00JICBaHHEM.

Bce cembu ¢ aTuM 3a0oneBaHMEM JIOJDKHBI 0053aTEIbHO MPOUTH METUKO-TEHETHYECKOe
KOHCYJIbTUPOBAHUE M MOJYYUTh MOJHYIO HMH(OpMalMIO OT  Bpaya-TeHETHKa O  PHUCKE
MOBTOPHOTO TIPOSIBIICHHUS JAaHHOTO 3a00JieBaHHS B CEMbE, OOCYIUTh CO CIIEHUAIUCTOM BCE
BOTIPOCHI, CBSI3aHHBIE C HaclenoBaHueM 3aboneBanusi. B Poccum menmko-reHeTHyeckue
KOHCYJIbTAIlMH paboTaIOT B KaXJI0M PErHOHE.

C uenpio NMpoBeIeHUs MPEHATATFHOM U MPEUMIUIAHTAIIMOHHON JUarHOCTUKU CYIPYKECKOU mape
IIPEJIBAPUTEILHO HEOOXOIUMO MPONTH 00CIe0BaHNE HA HOCHUTEILCTBO MYyTallUi B OJHOM U3
TeHOB, KOTOpbIe oTBeuaroT 3a ganHoe 3aboseBanne BCKDHA, BCKDHB, DBT wm DLD,
00paTHBIIKCH B CHICIUAIM3HUPOBAHHBIC JUATHOCTUYECKUE TA00OPATOPUH U MEAUIIMHCKUE LIEHTPBHI.
[IpenaranpHas AMArHOCTHKA MPOBOJUTCS MOJICKYISPHO-TEHETUYECKUMHU METOJaMH, IyTeM
uccnenoBanus JJHK, BbiienenHoii u3 6uonrara BOPCHH XOPHUOHA W/WIIH KIIETOK aMHAOTUYECKOM
KUJKOCTU W/WIIH TIJII0JHOU KPOBH.

He npunumaiite kakue-mmoo JiekapcTBa WK J00aBKH, HE TOCOBETOBABILUCH C BAllIUM  BPAuyoM.
Kpaiine BaxHO co0MI0/1aTh BCe pEKOMEHJAIIMK Bpadeid, 4ToObl MaKCUMAaJIbHO U30€XaTh Pa3BUTHS
MeTaboIMYECKUX KPU30B.

Kak jieyat naumeHTOB B Nepuoa MeTad0oJM4ecKoro kpusa?

CrnenyeT BpeMEHHO MpeKpaTuTh noTpedienue Oenka (Ha 24—48 yacos). [IoMHOCTHIO OTMEHUTH
0€I0K HEeBO3MOXHO, TaK KaK OpPraHU3M HYXJAeTcs B MOCTYIUIEHUHM Oellka M, ecilu ero Oyner
MOCTYNaTh HEJOCTATOUHO AKTUBUPYIOTCS IIPOLECCH KaTabOIU3Ma.

Joma mpu mepBBIX TpHU3HAKaxX 3a00JIeBaHUS, OCOOCHHO Korja y peOeHKa CHWIKEH amnmeTuT
(HampuMep, TpU TPOCTYyJE, TPUIIIONOAOOHBIX CHMIITOMAaX, BHUPYCHBIX HHQEKIUSAX, JIOOBIX
3a00JIeBaHUAX, COMPSDKEHHBIX ¢ Temreparypoil >37 °C, TOH3WUIMTE, TaCTPOIHTEPUTE) CIEAYeT
Ha4aTh TEPAIHUIO M0 MPEOTBPAIICHUIO pa3BUTHS Kpu3a. Eciu poauteny He yBepeHbl B OSIBICHUN
y peOeHKa TepBbIX MPU3HAKOB MpUOMDKAONMIEerocss 3aboneBaHus (OJIETHOCTh, COHJIMBOCTD,
pa3IpakUTEeNbHOCTh, MOTEPS AalIeTHTa, JUXOpaJKa, rojoBHas 00Jb, JoMoTa M oOmiast Ooib,
Kallesb, 00JIb B TOpJIe UIIH YIIIaX), TO B KAYECTBE MEPHI IPEJOCTOPOKHOCTH PEOCHKY ClIeyeT AaTh
BBIIUTH PAacTBOP OAMH pa3. CaMbIMU paHHUMH MTPU3HAKAMU OOBIYHO SIBIISIOTCS HE3HAUUTEIbHBIE
U3MEHEHHUs B IMOBEACHUU, KOTOpble OOBIYHO JIErKO 3amedaroT poautenud. Ecnu pebeHox

OTHOCHUTCIIBHO 3J0POB U Y HCT'O HCT PBOTEHI, a4 TOJILKO €1a00CTh U HEOOJIbIAS COHIUBOCTh MOXKHO
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MOWThH €0 Yepe3 POT PACTBOPOM IMOJIMMEPA TITFOKO3bI YaCTHIMU IPOOHBIMU TOPIUSAMU (Tabmuma
1). Tounblii peLenT/KOHUEHTpALUs MOJUMEpa TJIIOKO3bl, PEKOMEHIOBAHHAsl ISl KaXKIOTO
peOeHKa, OTIMYAeTCsl, HY>)KHO Y3HaTh Y JIeHalllero Bpaya YTo IMEHHO MOJXOAUT BallleMy peOeHKY.
HekoTopeiM feTsM He HpaBHUTCS BKYC IOJIMMEpa TJIIOKO3bl, © OHU MPEANOYUTAIOT HAIUTKH,
KOTOpbIE MPOJAIOTCS B CylepMapKeTax, HO KOHIICHTPALUK YTIEBOJAOB B TAKUX HAMMUTKaX HUXKE.
[TokynmaemMple HAUTKU HYXHO INPUMEHATH C OCTOPOKHOCTBHIO. HH3KOKanOpHilHbIE HANUTKH,
HanuTKU Oe3 Jo0aBJeHHs caxapa coepaT O4YeHb Majo HIIM BOBCE HE COJIEpX aT YrieBOJOB,
MO3TOMY UX HE CJIETyeT UCIOJIb30BAaTh.

Ecin y pebeHka mocTOsSHHAsE pBOTA M €My HE CTAaHOBHTCS JIYYINE, POJUTEISM CIEAYeT
HE3aMeNTUTEILHO OOPaTUTHCS B OOJIBHUILY JIs1 00CIIeTIOBAHUS.

Bpauam ckopoit moMoImu HeoOX0 MO TepeaaTh BBIMTUCKY C 3aKIFOUEHUEM U PEKOMEHIAIUSIMU
Bpaya o Tepanuu B Meproj METadOINIECKOro Kpu3a.

PoaurensM HY)XKHO B34Th ¢ CO00# B OOJIBHHITY BCIO MH(DOPMAIIHIO 00 HCIIOIH30BAHHBIX PACTBOPAX
Y KEJIATeIIbHO CaMU PaCTBOPHI.

Kakoii Hy’)KHO IPOBOAUTH MOHUTOPHUHTI /ISl MALMEHTOB € 00J1e3HBI0 € 32AMIAXOM KJICHOBOI'0
cHpomna MO4YMn»?

HeobxomuM MymbTHAMCUUIUIMHAPHBIA TOAXO0J K HAOMIOACHUIO W JICUCHUIO MAIMEHTOB C
00JIE3HBIO C 3alaxOM KJICHOBOTO CHpOMA MOYW» CHEIUATUCTaAaMHU Pa3HBIX Npoduiiei ¢ 1enbio
obecrneueHns KOMIUIEKCHOU Teparuy U CBOEBPEMEHHOMN €€ KOPPeKIMU ITpu HeoOXoaumocTu. J{ms
MalMeHToB ¢ OOJIe3Hb C 3amaxoM KIEHOBOTO CHpOMa MOYH» HEOOXOIAMMBI peryispHbIe
obcnenoBanus. B Tabnure 1 npuBeaeH NpuMeEpHBIA IEPEUYEHb U PETYISIPHOCTD UCCIIEIOBAHUN, HO

B KaXXJIOM CJ1y4da€ BbI JOJI’KHBI COTJIaCOBBIBATH IJIaH 06CJ'I€I[OB3HI/I$I CO CBOMM JICHAIIUM Bpa4oM.

Tadauua 1 Peryasipaoctb 006c/1e10BaHNi NPHU 00JIE3HU € 3al1aX0M KJIE€HOBOI0 CHPONa MOY M)

HccnegoBanne HNnaTepBan

Koppekuus nuerorepanuu (IpOBOJAT Bpavu- c uacmomoi 1 p/mec na 1 200y scusnu, oanee

TeHETHKH WM BPaYn-HETOIIOTH) 1 p/3 mec u no noxazanusim 0o 3 niem; 1 p 6
Mmec nocne 3 niem

YasTpazsykoBoe uccienoanue (Y3U) opranos Kpamnocmoe npu omcymcmeuu uszmenenuti-ne

OpIOLIHO 10710CTH pedice 1 pasa 6 200, npu Hanuduu nNAMONO2UU
ne4eHu- no NOKA3aHUAM.

OnekTtposnHuedanorpapus (30I) Ilpu omcymemeuu npucmynog-ne pedice 1 pasa

6 20@, npu Haaiuduu snuienmudecKux
npucmynoeé- no nNOKA3aHusM.

Bruoxumuueckuii aHamu3 KpoOBH KaXJIble 6 MeCsIIIeB MalueHTam Jio 6 JeT, KaKable
o01eTepaneBTHIeCKIit 6-12 mecsitieB manueHTam crapiie 6 jet. Ho B
nepro]i HH()EKIMOHHBIX 3a00IeBaHUM, TIPU YTPO3e
MeTaboIMYecKoro Kpusa — He pexe 1 pasza B 7-10
JHEH.
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OOt (KITMHUYECKUI) aHaTN3 KPOBU Kakaple 6 MecsIeB MalpeHTaM 10 6 JIET, KaXKJIbIe
6-12 mecsres manueHTam crapuie 6 tet. Ho B
riepro HH()EKIIMOHHBIX 3a00JIEBaHUI, TIPH yTPO3e
MeTaboIMYecKoro Kpusa — He pexe 1 paza B 7-10

JTHEH.
KoMIuIeKcHOE omnpeieNieHHe KOHIEHTPAIuK Kpamnocmo npoeedenus aHanu3os
AMUHOKHCIIOT H AWIKAPHUTHHOB B KPOBH onpedensemcsi  cocmosHuem — pebenka (8
MCTOAOM TaHACMHOU MACC-CIICKTPOMETPUHN CpeaH@M — ] pas 6 3 MeC), HO 8 nepuoa
KOMILJICKCHOC OIIPCICJICHNUEC CONCPKAHNS UHDEKYUOHHBIX — 3a00Ne8anUll, npu yepose
OpraHu4ICCKHUX KHCJIOT B MOC Memabouuecko2o Kpusa — e pedice I pasa 6 7-
10 OHeii.

Kak nanuenTsl mnoJy4yarwr Jiedenue B Poccuiickoii @enepanun?

«boe3Hp ¢ 3amaxoM KIEHOBOTO CHPOIa MOYHM» OTHOCHTCS K YHCIY PEIKHX HACJIEICTBEHHBIX
Oose3Held oOMeHa BEIIECTB M BXOJHT B IepeueHb peakux (opdaHHBIX) 3a00JeBaHMM, JICUCHHUE
KOTOPBIX MPOBOAMTCS 33 CUET CPEICTB PETHOHAIBHOTO OroKkeTa . [locine ycTaHoBIeHHE AMarHo3a
HEOOXO0IMMO BKJIFOUCHHE MAIUCHTa B PETUOHAIBHBIA CETMEHT PETHCTPA 10 YKU3HEYTPOKAFOIIUM
penkuM (opdaHHBIM) 3a00JI€BaHMUSIM, C ICJIBIO JadbHEHIIEro oOecreYeHus: HEoOXO0IUMbBIM
Je4yeOHBIM THUTAHWEM M JIGKAPCTBEHHBIMU TIpenapaTamMy. B pa3HBIX pernoHax 3a BeleHHE
pEerucTpa OTBEYAIOT pa3HbIC CIEIHAIMCTHI, HO Yallle BCETO 3TO BPaun-TEHETHKH, IIOATOMY TOCTIe
YCTAHOBJICHHSI TMarHo3a 00s3aTeIbHO HY>KHO OOPAaTUTHCS K pETHOHAIBHOMY Bpady I'€HETHKY.
Kak MoryTt nomorats pojHble 1 65u3kue?

He 3a0b1BaiiTe — OT CEMbH TaKKe 3aBUCHUT ycIieX JiedeHus. HyxHO coOro1aTh peKOMEHIaluH, HH
IpY KaKUX YCIIOBHSIX HE JOMYCKAaTh «CPBIBOBY» B IHETOTEPAIH, CIENYET yIENsATh BHHUMAaHUE
peadmInTalMy U IUIAHOBBIM OOcCieoBaHUsIM. Bce uiieHbl ceMbH JO0JDKHBI 3HATh, YTO PEOEHOK
HYX/1aeTcsl B 0COOOM NHUTAaHUU U OJIM3KHE POACTBEHHUKHU JOJDKHBI OCBOMTH HABBIKM pacyera
JTIETEHI.

PonmuTenu nanuenTa ¢ «00JIE3HBIO C 3aI1axXOM KJICHOBOTO CHPOIIa MOYH», a B JAIbHEHIIIEM B caM
HAIMEHT JTOJKHBI OBITh 0O0YYEHBI ITpaBUJIaM OPTaHMU3aLUHU TePANUU B MEXKIPUCTYIHBIHN EpUOa U
B IIEPUO/J] YTPO3bl META00IMUYECKOTO KPH3a.

VY pebenka mpu cebe Bcerga IOHKHA HAXOMUTHCS IMaMsATKAa C YKa3aHUEM HEOTIIOXKHBIX
MEpOTIPUATHIA B TIEPUO]] HAYHMHAIOIETOCS META0OIMIECKOTO KpU3a.

[Tporuno3 3aBucut oT (Gopmbl 3a0oneBaHus M Tepanuu. [Ipy cBOeBpeMEHHOM Hauaie JIeYeHUs
IPOTHO3, KaK MpaBuiIo, OjaronpusTHeIA. J(uety 601bHOMY HEOOXOIUMO COOMI0ATh B TEUCHUU

BCEU KU3HU.
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IIpuioxkenue Bl. Ilpumep «3KCTPEeHHOI MAMSATKH

3KCTpeHHaH mamMsaTKka

Baumanmue! ITanuent yrpoixkaem 1o passuTur ocTporo MeTa00JINYeCKOro Kpu3sa,
CBA3AHHOTO C HACJICACTBCHHBIM 3a00JIeBaHNEM.

1. Hpmnalm JACKOMIICHCAIIUM:

- yrHETEHHWE CO3HaHUS,

- BSUJIOCTb, CJIa0OCTH, COHJIUBOCTD;

- TIOSIBJICHUE WJIH YCUJICHUE CYJI0pOT;

- 0OecrokoiiHOe MOBeIEeHNE, INIAKCUBOCTD;
- CJIaAKOBATHIM 3amax MOYH/TeNa;

- HN3MCHCHHEC MBINICYHOI'O TOHYCA.

2. Ilokazanus K 2ocnumanu3zayuu:
- IPU3HAKH JIEKOMIICHCALIH;

- MHOTOKpaTHasl pBOTa, JUapes;

- NH(EKIMH ¢ BBICOKOH JIMXOPAIKOH;

- 00€3BOKMBaHME.

3. Ilnan peiicrBus:
IIpu nogo3peHuu HA MeTA0OINYECKHIT KPHU3:
3.1. CyrouHas KalopuHHOCTh pallMoHa yBenuuuBaercs Ha 25-50%.
3.2. YBenuuenue 6enka Ha 120% OT 0OBIYHONM HOPMBI 3a CUET UCTIOIb30BAHUS
CHeLHaTU3UPOBAHHBIX CMECe Ha OCHOBE aMHUHOKHUCIIOT, HE COAEPIKAIMX JICHIIHUH.
3.3. OrpannuuTh nocTyruieHue jeinnHa Ha 50% unn yopaTh MOJHOCTBIO B 3aBUCUMOCTH OT

CTETEHM MPOSIBJIIEHUS] CUMIITOMOB Ha 24-48y.

3.4. OGecnieunTh YacThle KOPMIICHUS HEOOIBIIMMHU MOPLUHUSAMHU B TeUeHUE 244acoB.

3.5. Ilpn HaxOX/IeHUH MAIIMEHTA JIOMA, YBEITUIUTH MIOTPEOJICHUE YTIIEBOIOB JUISI BOCIIOTHEHHS
KaJOPUMHOCTU 3a CYET pacTBOpa #IEKCTPO3bl MM MalbTOJACKCTpUHA (IIPU UX OTCYTCTBHM —

ClaIKuil KOMIIOT, KUCEIh)

Tabn Nel CooTBeTcTBHE MEXIy BO3PAacTOM peOeHKa M J030M #IEeKCTPO3bl I SHTEPAIbHOTO
NPUMEHEHUS IPU MOJ03PEHUH Ha METabOINYeCKUN KpH3.

[24]
BO3pacT P-p nexcrpo3ssl (%) Jo3a Ho3a OHeprus
MIT/KT/49 mut/kr/cyT KKaJ/Kr/CyT
0-6mec. 15 7,7 183 110
6-12mec. 15 7,0 168 100
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1-3r. 20 45 110 90
3-611. 25 3,3 80 80
6-1211. 25 2,6 65 65
Wnu 6-1251. 30 2,25 54 65
12-15ner 30 1,8 42 50
>15ner 30 1,6 38 45

* O0muii 00beM paszensercs Ha 12 MpueMoB U BBOJIUTCS KaXKIble 2 Jyaca.

Bospact (1er) | % manbTOoaeKcTpUHA kkas/100mm O6beM (Mi1) B 1€HD Yepes
poT

o 0,5 10 40 Munumanbao 150 mut/kr
0,5-1 12 48 120 mur/kr

1-2 15 60 100 mur/kr

2-6 20 80 1200-1500 M1 B cyTKH
6-10 20 80 1500-2000 m1 B CyTKH
Crapme 10 25 100 2000-2500 mi1 B cyTKH

3.6. [Ipy HEBO3MOXHOCTHU OCYILECTBIIATH, MOAIEP)KUBATH NIEPOPATBHOE KOPMJIEHHE, YCTaHOBUTh
Ha30racTpajbHbIN 30H.

3.7. IIpu rocnuTanu3anuu B CTallMOHAp, HauaTh HENPEPbIBHYIO HHOY3UI0 p-pom 10%
JEKCTPO3bI*™* 13 pacyeTa: HOBOPOXKACHHBIC U AeTH 110 3-X jieT 10-12mr/kr/muH, ot 3 o 10 net
8-10 mr/kr/muH, crapme 10 net 5-8 Mr/kr/Mun

3.8 KoHTpoJIb aHATN30B:
- KIIC, >nekTponuTsl, aMMOHUH
- 001Ut aHATTN3 KPOBU
- OTIpe/IeIICHNEe KETOHOBBIX TEJI B MOYE
- buoxumudeckuit ananu3 kposu (KOK, AJIT, ACT, rmroko3a, OunupyOouH o011, IpsiIMOH,
moueBuHa, kpeatunuH, [ T'T, LD, o6mwmit 6enok, ansbymun, CPb, kanwmii, HaTpuid,
KaJIbLUH, XJI0D)
- CIIEKTP aMHHOKHCIIOT U alFJIKAPHUTHHOB

4. Benenue mamueHTAa MOCJe HEOTJIOKHOM CUTyaAM:
[TponomkuTh BBeIEHNE AEKCTPO3BI™* 10 CTAOMIN3AIMY COCTOSHUS, TI0]] KOHTPOJIEM TITFOKO3bI
kpoBH, KII[C, ypoBHs JsieiiiiuHa, BaJiInHa, U30JI€HIIMHA B KPOBH

[Ipu xynupoBaHUU CUMIITOMOB METa0OTMYECKON TEKOMIICHCAITUH, CHIDKCHIUH 3HAYECHUH
neiaa 10 200MMonw/n y nereit muammie 5 net, u 300 MMoJIb/ y feTeit crapiie 5 eT, BeieHue
MPOJYKTOB, COJEPKAIIMX HATypallbHbIN OeloK U3 pacuera /4 He0OX0IMMOTo CyTOYHOro o0bemMa
B NIEPBBIN JICHb, /2 - Ha 2-3-11 IeHb, V4 - Ha 3-4-ii NeHb, Janee B OJTHOM 00beMe
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Ipunoxenne I'1-I'N. IIka/jabl oleHKHA, BONPOCHUKH U APYTrUe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX
PeKOMeHIAUSAX

He npumenumo.
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