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Cnmcok cokpameHui

BKC - Gosie3Hb KIIEHOBOTO CHpOIIa

I'Db-remarosniedannyeckuii 6apbep

KIIC — KACITOTHO-IIIEI0YHOE COCTOSTHUE

JIH®I'-Tect — TecT ¢ TUHUTPOPEHUITHAPASHHOM

MPT — MarHUTHO-pe30HaHCHAs TOMOTrpadus

MC/MC — TanaeMHasi Macc-CleKTPOMETPUS

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE

IIHC — uentpanbHas HEpBHasi CUCTEMA

BCAA - branched-chain amino acids (aMHHOKHCIIOTBI C Pa3BETBICHHOW IENbIO: JICHUIUH,
W30JIeUIIMH U BaJIHH)

BCKD - Branched-chain Alpha-keto Acid Dehydrogenase (xomrmuiekc depMeHTOB

JETHIPOTEHA3BI aTb()a-KETOKUCIIOT C Pa3BETBICHHOM IIETIHIO)



TepMuHBI M onIpeae/IeHUA
FeMozma.nn:; — MCTOJ BHCIIOYCUYHOT'O OYHUIICHUA KPOBU, BO BPEMs KOTOPOT'O NPOUCXOAUT
YAAJICHUE W3 OpraHu3Ma TOKCHUYCCKUX IIPOAYKTOB oOMeHa BCIICCTB, HOpPMAJIM3aluAa
HapymeHI/Iﬁ BOAHOI'O U 3JICKTPOJIMTHOT'O 63.J'IaHCOB, IIpU 5TOM OYHUIICHUEC KPOBU OCYHICCTBIIACTCA

4yepe3 UCKYCCTBEHHYI0 MEMOpaHy C MPUMEHEHHEM armapara « MiCKyCCTBEHHAs TTOUKa».

Meraboanyeckuii KpHM3 — KPUTHYECKOE, YIpOJKAMOIIEe JKU3HU  COCTOSHHE,
CIPOBOLIMPOBAHHOE  HEOJIArONPUATHBIMU  (akTOpaMu, OOYCIIaBIMBAIOIIMMHU  YCHUJIEHUE
MPOLIECCOB KJIETOYHOI'0 KaTraboJiM3Ma C HaKOIJICHHUEM MPEMMYIIECTBEHHO JIeHIIMHA U APYTUX
AMMHOKHCIIOT C Pa3BETBJICHHON LIENbIO U MPOSIBIISAIOIEECS OCTPO BO3HUKIIEH 3HIIE(atonaTuei,

JUCTOHUEH, CyJOPOTaMH, IIPUCTyIIaMU PBOTHI, IPU3HAKAMH OTEKA MO3Ta.

IlepuToHea/qbHBIA AUAJM3 - METOJ BHEIOYEYHOI'O OYMILEHHS KPOBH, BO BpEMs
KOTOpPOTO TPOUCXOAUT YAAJICHHE W3 OpraHu3Ma TOKCHYECKHUX MPOAYKTOB OOMEHa BEIECTB,
HOpMaJIU3aIvs HapyUIEHUH BOJHOTO U AJIEKTPOJIUTHOTO OATAHCOB, MPU ATOM OYMIIEHHUE KPOBH
MIPOU3BOJIUTCS 332 CYET CMEHBI CHEIHATbHBIX PAaCTBOPOB B OPIOIIHON MOJOCTH, a B KauecTBE

MeMOpaHbI BHICTYIIaeT OpIOLINHA MTAlUEHTA.

Huxa Kpedca (1ukin TpukapOOHOBBIX KUCJIOT, ITUKI JIUMOHHOW KHCJIOTHI) — CIIOKHBIN
IUKIMYECKUI (PepMEHTATUBHBIN IMpoOIECC, IPH KOTOPOM B OPraHU3ME MPOUCXOJIUT OKHCIICHHE
MMPOBUHOTPAHON KUCIOTHI C 00pa30BaHMEM YTJIEKUCIIOrO rasa, BoJsl U sHepruu B Bujie ATO,
3aHMMaeT IEHTPaJbHOE IMOJIOKEeHHE B oOmiel cucremMe oOMEHa BEIIECTB M SHEPIHH JKHUBBIX

OpPTraHU3MOB.
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1. Kpatkast undgopmanus no 3a00/1eBAHNI0 WIH COCTOAHHUIO (TpyIe
3200J1eBaHUIl UJIU COCTOSTHUIA)

1.1 Oupenesenue 3a001eBaHUs WM COCTOSHUSA (rpynnbl 3200J1eBAHUNH MU COCTOSTHU)

Boae3nb «kijenosBoro cuponay» (neiinnao3) (bKC) — HacnenactBeHHoe 3a0oneBanue U3
Ipynnbel  aMUHOALUUJONATUN, OOYCIOBIEHHOE JEPUIUTOM AECTUAPOTE€HA3bl KETOKHUCIOT C
pa3BETBIIEHHON IIeMbl0, MPUBOJAIIEE K HapyIIEHUIO MeTabosii3Ma aMHHOKHUCIOT JeHluHa,
n3oJeiHa, BauHa. 3a00JeBaHUE XapaKTepU3yeTcsl IIMPOKUM KIMHUYECKUM MOIUMOPPU3ZMOM
OT TSDKeNbIX (OopM, NPOTEKAOIUX B BHJE OCTPOM MIJaJeHYeCKoH sHuedanonaTuu
(OCONMBPIIMHCTBO CIy4yaeB) A0 JIETKUX (GOpPM, MaHUPECTUPYIOMIMX B MOJPOCTKOBOM BO3pPACTE

[3,4,6,10].

1.2 DTHOJI0rM U ATOreHe3 3200J1eBAHNS WJIN COCTOSIHUS (rPyNnbI 3200J0eBaAHUI W
COCTOSIHM )

3aboneBanue BBI3BAHO JACPHUIIMTOM KOMIUIEKCa (PEPMEHTOB IeruaporeHasbl aibda-

kerokuciaor ¢ pasBerBieHHor 1enbio  (BCKD - Branched-chain  Alpha-keto  Acid
Dehydrogenase), obecrneunBarOIUM OKHCIMTEIBHOES JAeKapOOKCHIMPOBaHUE (BTOPOM dTar
KaTa0oJIM3Ma) aMUHOKCHIIOT C Pa3BETBIICHHOM IICTIBIO: JICHIIMHA, u3oJjeiinuHa u BaauHa (BCAA
- branched-chain amino acids). 3tor MyabTH()EPMEHTHBIH KOMILJIEKC, AaCCOIMHPOBaH C
BHYTPEHHEH MEMOpaHOW MHUTOXOHAPUNA W COCTOMT M3 3 KATaJUTHUYECKUX KOMIOHEHTOB: Ei
(coctout w3 2-x otmenbHbX cyObemuuunl Eloa u E1f), E2 u Es u accoumupoBan c¢ 2
perynstopasiMi  pepmentamun BCKD-docdatazoit 1 BCKD-kunazoii. Kodepmenrom Ela-
cyOpenuuuIbl  cykuT ThamuH nupodochar. BKC oOycnoBrnena wmyrtanusiMd B TEHaXx,
komupyromux El, E2 u E3 xommonentst BCKD: ren BCKDHA (Ela-cyObenunuia)
JIOKAJIM30BaH Ha JUIMHHOM Iuiede Xpomocombl 19 (19913.1-q13.2); ren BCKDHB (E1pB-
CyOBeMMHMIIA) - Ha KOPOTKOM ILIede XpoMocoMmbl 6 (6p22-p21); ren DBT (Ez-tiporewn) — Ha
kopotkoM tiede xpomocombl 1 (1p3l); ren DLD (Es-mpoTeuH)- Ha JUIMHHOM Iuieue 7
xpomocombl (70931-032). Tun HacrmemoBanus 3aboneBanus BKC — ayTocOMHO-peleCCHBHBIM
[3,6,10].

[latorene3 3a0oneBaHWsI CBsi3aH C HapylIeHHEeM OOMEHAa W HAaKOIUICHHEM B
OMOJIOTUYECKUX KHUJIKOCTIAX aMUHOKHCIIOT C Pa3BETBICHHOH ILIETBIO, a TaK )K€ MX IMPOU3BOTHBIX
— 2-0KCO-U30KAIPOHOBOM, 2-THAPOKCU-U30KAIPOHOBOMU, 2-0KCO-3-METHIIBAICPHAHOBOM, 2-0KCO-
M30BaJICPUAHOBOM,  2-THIPOKCH-U30BAJIEPUAHOBOM U 2-THAPOKCH-3-METUIBAICPUAHOBOU
kucioT. OCHOBHOHM HEMpOTOKCHYECKU (h(PeKT 00yCIOBIIEH BHICOKUM YPOBHEM JICHIIMHA U €0

MeTabonuToB. ['unepneinuHemMuss UHTUOUpPYET TPAHCIOPT TUPO3UHA, TpUNTO(haHA M APYIHX



HE3aMEHUMBIX aMUHOKHUCIIOT 4yepe3 remarodunedanndeckuii 6aprep (I'9b6) u, Takum obpazom,
OrpaHUYMBAET JOCTaBKY CyOCTpaTOB JUIl CHHTE3a KaTe€XOJAMHUHOB, CEPOTOHHMHA U Oenka B
TOJIOBHOM MO3I€, 4YTO BEACT K HEHPOMEIMATOPHBIM paccTpoicTBaM. bompuiyro poss B
[aTOre€He3e MIrpaeT KeToalMJ03, OCMOTHYECKas IUCPETYJISLUs, TIUIOHAaTpUEeMUs, OTeK U
aTrpous TKaHM MO3ra, BTOPHYHAS T'HIIEPAMMOHHMEMHsS, HEIOCTAaTOYHOCTh TIIIOKOHEOTeHE3a U
TUIOITIMKEMHUs, a Takke JUCQYHKIMS MHUTOXOHJAPUAIBHOM  JbIXaTelNbHOM 1Lenu U
OKHCIIUTEIBHOTO0 (ochOpUINPOBAHUS.

[Tpu 3aboneBanuu, cBsizaHHOM c JedextoM Es-mporenHa, maroreHe3 0Ooiiee CIOKEH.
VYka3zaHHast cyObeIMHUIA CITYKUT KOMIOHEHTOM HECKOJIBKUX MYJIbTU()EPMEHTHBIX KOMILICKCOB:
JeTUPOTreHa3bl KETOKHUCIOT € Pa3BETBICHHOM 1IETIbI0, MUPYBATACTUAPOT€HA3HOIO KOMILIEKCa U
0-KETOIITyTapaTIerupOreHa3Horo KOMIUIEKCa, MPUHUMAIOLIMX YydacTHe B MeTaboau3Mme
nupyBata U (yHkuuoHupoBaHun Iukiaa KpeOca. CneacrtBueM nedekra 3TUX KOMILIEKCOB
SBJISIIOTCSL PAacCTPOMCTBA KJIETOYHONW OMOPHEPreTHMKH M JIaKTaT-alUa03, IO3TOMY JaHHBIN
BAapUAHT 0OBIYHO KIacCU(PUIMPYIOT KaK MUTOXOHIpUabHOE 3a0oneBanue [6,8,10].

Cxema Mmerabonuueckux HapyuieHuil, HaOmopatomuxcs npu BKC, mpencraBiena B

[Tpunoxenuu A4.

1.3 DnmnaeMHuoJ10rus 32001€BAHNSI WJIH COCTOSTHHUS (rpynnbl 3a00J1eBAHUH MJIH COCTOSTHHUII)

3abosieBaHue SIBISICTCS MaH3THUUeCkuM. YacToTa cpean HoBopoxaeHHbIX 1:185000 [16]
B HEKOTOpBIX MOMyNSAIMSIX BCTpeyaeTcsi C OOJbIIEH YacTOTOW: wYacToTa Cpenu
KUBOPOXKJIEHHBIX Yy eBpeeB-amkeHa3n coctaBimsieT 1:26000, y ramumiickoro HaceneHus: B

Ucnanuu- 1:52 500, y mennonutos- 1:176.

1.4 OcobenHocTH KOAMPOBAHMA 10 MexKIYHAPOAHOM CTATHCTHYECKOH KaacCuPUKAIIUN
0oJie3Heii M po6aeM, cBsI3aHHBIX co 310poBbeM (MKB-10)

E71.0 — bone3Hp «KJI€HOBOTO CUPOTIay.

1.5 Kinaccudukauus 3a001eBaHNA UIH COCTOSHUSA (Ipynnbl 3200J1eBAHUN UJIU COCTOSTHH)

Boigensitor Heckoabko-KIMHUKO-reHeTHueckux (Gopm BKC B 3aBucuMocTi OT Bo3pacrta
MaHu(ecTaluy, TSHKECTH KIMHUYECKMX CHMITOMOB M BO3MOXXHOCTH OTBETa Ha JIEYCHUE
H#TUAMHUHOM™ ™!

O KJaccuyecKas, UJM HeoHaTallbHas (Hauboiee yacras);
O TNPOMEXYTOYHas;
O MHTEPMUTTHUPYIOLIAS;

O THaMHH-3aBHCHUMaAs,



o o0ycnoBieHHas aepunuToM Es-nporenHa n conpoBOKAAIOMIasICS TaKTaT-al[l1030M

1.6. Kiuguyeckass KAPTHHA 3200J1eBAHNS WM COCTOSTHNSA (IPyHNb] 32001eBAHUNA HIH
COCTOSIHMA)

Knaccuueckas ¢opma 3a0onmeBaHuss M BapHaHT oOyclOBiIeHHBIH aeduuutom Es-

MpoTEenHa OOBIYHO J1EOIOTUPYIOT B HEOHATAJIBHBIM MEpuoj, B TO BpeMs Kak OCTajbHbIe (OPMbI
MOTYT MaHU(ECTHPOBaTh B JHOOOM BO3pacTe € JEKOMIIEHCAIMEed B MEPHOIbI MOBBIIIEHHOTO
KaTtaboJaM3Ma, UHTEPKYPPEHTHBIX MHQeKkuusax. KnuHuueckue npusHaku Kiaccuyecko (opmbl
BKC, kak mpaBuiio, IposIBIAIOTCS Ha MEpBOM Hexaene xu3HU. llpum MaHudecranuu 3ta Gopma
XapaKkTepU3yeTcss I'€HEPAIM30BAHHBIMU CYAOpPOraMH, MOBBIIIEHHONW BO30YAMMOCTBIO (pe3Kuil
KpPHMK), OTKa30M OT IMIIY, YHOPHOH PpPBOTON, MBIIIEUYHBIM TMIIEPTOHYCOM, IpU3HAKaMHU
00e3BOkMBaHUS. B030yXIeHHEe CMEHSETCS BSUIOCTHIO, YTHETEHHWEM IEHTPAIbHOW HEPBHOMN
CHCTEMBbl, COMHOJICHIIMEH, KOMOM, MOSBISAETCS MapaJ0KCallbHOE JbIXaHUE, CIalOblii IMyJbe.
[lepnonpl MBIIEYHOrO TUIIEPTOHYCA YEPEAYIOTCA C BBIPAXKCHHOW THMIIOTOHUEH. XapaKTEpHBI
CTEPEOTHIIHbIE JBM)KEHUS, TAKUE KaK «(EXTOBAHUE)» U «€3/1a Ha BEIOCUIIEE».

3aboeBaHne MPOTEKAET OYCHD TSKEIO U HEPEJKO MPHUBOIUT K JICTAJIHLHOMY HMCXOAY B paHHEM
JIETCKOM BO3pacTe (OCHOBHOM MPUUMHON CMEPTH SIBJISIETCS OTEK MO3TI'a).

Y pgereit crapme 1 roga HaOmromaercs 3aJepiKKa IICHXOMOTOPHOTO pa3BUTHS,
YMCTBEHHasl OTCTaJOCTb, OOJIM B SMUracTpUM, AHOPEKCHs, DPBOTA, MbIIIeYHAs cIabOCTh,
U3MEHEHHBII ypOBEHb CO3HAHMS, HApyIIEHUs JBWKEHHUS, aTakCus, IICUXUATPUUYECKUE
CHUMIITOMBI, pUTEMAaTO3HbIE BBICHINAHUS, YacTble MH(EKIMOHHBIE 3a00JIEBaHUS, CYIOPOKHBIN
CHHJIPOM. DNH30/bl METa0OJIMUYECKON JEKOMIICHCAIIMM MOTYT IMPOBOLIMPOBATHCS JUXOPAIKOH,
nHpeKkuue, (GU3NUecKMMH YIpPaXHEHUSMH, TPaBMOH WIM XUPYPrHMUECKMMHU OIepalysMu
[3,4,6,19,23].

WNuTtepmuttupyromas ¢opma 3aboseBaHHUs SBISIETCd BTOPOM IO 4YacToTe MOCIe
KJIacCU4ecKoil (hopMbl U UMeeT OoJiee JeTKYI0 KIMHUYECKYI0 KapTuHy. [lanueHTs! pa3BuBaroTCs
B COOTBETCTBUU C Bo3pacToM 110 1-2 jer, korja Ha (oHEe MHTEPKYPPEHTHBIX 3a00JieBaHUN U
1ocjae BBICOKOOENKOBOM JMEThl Ppa3BUBAIOTCA 3MM30/bl META00IMYECKON JIEKOMIICHCAINH,
COINPOBOKAAIOIINECS HApYLICHUSIMH CO3HAHUS (COMHOJIGHLIMS, JIeTaprusi, Koma), aTaKCHUeHw,
CyZioporamu, crieliu(h)uIecKiM 3araxoM MOYH (CITaaKuii, KapamesbHblii) [14,23].

[Ipomexxyrounass  ¢opma  3abomeBaHUS ~ XapakTepusyercs  mpoOieMamMu €O
BCKapMJIMBaHUEM, 3a/I€P’KKOM (PU3MUECKOro pa3BUTHS, 3aJI€PKKOM ICUXOMOTOPHOIO PA3BUTHS,
UHTEIJIEKTYaJbHOM  HEIOCTaTOYHOCTHIO, CYJIOpOTaMH M  JIPYTUMH  HEBPOJOTHYECKUMHU

HapymCHUAMHA, OIIMCAaHHBIMU IIpH KJacCHYeCKOM (1)0pMC 3a00J1eBaHUs.



To4yHO HEW3BECTHO, CYIIECTBYIOT JIM (popMa OOJIE3HNW TOIHOCTHIO YYBCTBUTENBHAS K
THAMUHY U HE Hy)XJarolascs B quetorepanu. CU4uTaercs, 4To 3TH HallMEHThl UMEIOT BBICOKYIO
octaTouHyro akTUBHOCTEH (hepmerta BCKD ex vivo 1o 40% OT HOpMBI U KIIMHUYECKOE TEUCHHE,
aHAJIOTUYHOE NpPOMEXyTOouHOUM (opme. Ha cerogusimnuii AeHb HU OJUH MAIUEHT C «THAMHH-
yyBcTBUTENbHEIM» BKC He mnomyuan nedeHwe TOiabKO #THMamMuHOM™™. Tepamus BKIHOYAeT
KoMOuHanui #ruamuHa** (mo3el oT 10 mo 1000 Mr / meHb) ¢ AMETHYECKUM OTpaHUYEHHUEM
pa3BeTBIICHHBIX aMuHOKKCIOT [15,16,24, 38, 39].

Knmuandeckas kaptuHa npu (opme 3aboseBanmsi, oOycioBieHHON aeduiurom Es-
MPOTEHHA, CXOXa C MPOMEXYTOUHON (HOpMON OOJIE3HU «KIEHOBOTO CHUPOIMa» 3a UCKIIOUYEHUEM
PaHo BBISBIISIEMOrO JIaKTaT-aluA03a. 3a00ieBaHNEe UMEET MUPOKUHN (PEHOTUITHYECKUIN CIEKTpP OT
paHHE HEBPOJOTrMYecKOoW MaHudecTaluu [0 HW30JHUPOBAHHOTO TMOPAKEHHS] TEYCHH,
MIPOSIBIIAIOIIETOCS BO B3pOCIOM BO3pacTe.

Jns Bcex neteil ¢ OOJNE3HBIO «KIECHOBOT'O CHUPOIa» XapaKTEePeH HEOOBIYHBIH apoOMaTHYECKHUIl
3armax MOYH, OIMCaHHbBIN KaK 3arax KJIEHOBOT'O CHpOINa WX 3arax KapaMeH.

JuddepeHunanbHplii  IUarHo3  cleAyeT MPOBOAUTH €  TUMOTIMKEMHUYECKHUMHU
COCTOSIHUSIMH  (HAapuUMep  THIEPHHCYJIUHH3MOM), MEHUHTHTOM,  SHIE(DaTHTOM,
TUMOKCHYECKUMHU  MOPAKEHUSIMU  [EHTPAJbHOM HEPBHOM CHUCTEMBI, BHYTPHUUYEPEIIHBIMU
KPOBOUBIUSHUIMHU, BHYTPUYTPOOHBIMH HWH(EKIUIMU W  HACJICACTBEHHBIMH HApYyIICHUSIMHU
oOMeHa BeHIeCTB, KOTOpbIE TMPOSIBISIOTCS B HEOHATalbHBIA mepuon: Aeguuutr Oera-
KETOTHOJa3bl, HAPYIICHHE [MKJIAa MOYEBUHBI, TIIMIHUHOBAas OJHIe]amonatus (HEKeTOTHUSCKas
TUINEPIIIMIMHEMHS1), C APYrUMU (popMaMH aMHHOAIUAONATHI W OpraHUYeCcKUX AaluaypHii,
MUTOXOHJIPHAILHBIME OOJIE3HSIMU U JIeTeHepaTUBHBIMU 3a0oneBanusmMu [[THC.

BoisiBneHne mnanueHToB MpH TMPOBEACHWHM HEOHATaIbHOTO CKPUHHMHIA 3HAYUTEIHHO

CHIYKAET PHCK YMCTBEHHOM OTCTAJIOCTH, ICUXMYECKUX M COMAaTUYECKUX HapylueHui [8, 26].

2. JlnarHocTrka 3200/1€BaHUs U COCTOSTHUS (rPyNIbI 3200/ 1eBaHMI HJIH
COCTOSIHUI), MEAMUMHCKHE IOKA3AHUA M NIPOTHUBONOKA3aHUA K IPUMEHEHHIO
MeETOA0B IMATrHOCTHKH

Juaenocmuxa BKC ochosana na awnanuze pooOCNIOBHOU, OYeHKe OAHHbIX aHAMHe3d,
KAUHUYECKUX NPOSBNCHUU, De3YIbMmamax OUOXUMUYECKO2O U MONEKVIAPHO-2EHEMUUECKO2O

uccnedo8anul.

2.1 ’Kaao00bLI 1 aHAMHE3

Ilpu coope anammnesa u x#anob pekomeHO08aHo 0OPAMuUmMs GHUMAHUE HA.



- OMSAOWEHHDBII CeMelnblll aHaMHe3 (Haniuyue 8 cembe OO0IbHO20 ¢ NOOMBEPIHCOCHHBIM
ouaenozom BKC, nanuuue 6 cemve ciyuas CUHOPOMA «BHE3ANHOU CMEPMU MIAAOEHUA))

- gHe3anHoe yxyouieHue cOCMosnus Ha ¢hoHe noaHo2o 300posvs uiu OPBU,

- HapyuweHus 6CKapMAUBAHUS,

- yacmole cpbleUBAHUSL,

- peomy;

- yeHemeHue CO3ZHAHUS,

- es10Ccmb, C1AOOCMb, COHIUBOCHIb,

- cyoopoeu,

- becnokotinoe nogedeHue, niaKCusoCmb,

- noevlueHHoe NOMooOmoeneHue;

- MbIUEYHYIO 2UNOMOHUIO/MBIUEYHBIL 2UNEPMOHYC)

- Henpou3B0bHble/HACUTILCMBEHHbIe — O8UdICeHUss  («gexmosanuey u  «e30a  Ha
genocuneoey);

- Cclaokosamulil 3anax Movu/mend,
Hauano 3abonesanus 6 demckom eospacme modicem Oblmb CEA3AHO CO CAeOVIOUWUMU

Gpaxmopamu:

O ynompebieHue 60IbUIO20 KOTUYeCMBa DEeIK08OU NUWU;

O  OnumenbHoe 20100aHue, HeonPasOaHHble 02PAHUYEHUS 8 Oueme, HU3KAs KAAOPUUHOCHb
nuweso020 payuona,

O UHMEPKYppeHmHuble PeCnupamopuvie Uil  HCerlyOOUHO-KUleuHble UHMEeKYUOHHbLe
3abonesanusi;

©) ¢1/l3u'~l€CKa}l U1U NCUXOIMOYUOHATbHAS HACPY3KA.

2.2 du3ukajJbHoe 00CaeI0BAHUE

Iayuenmy c nooospenuem na bKC credyem nposecmu  usuxanvroe obciredosanue, oopawjas
BHUMAHUE Ha @usuyeckoe U NCUXUYECKOoe pazeumue, mMypeop KO*CU, MbIUEYHbIL MOHYC U
HEeOObIYHBILL  3aNax MOYU U KONHCU, NOXONHCUL HA 3ANAX KIeHOB8020 CUPONA.

Ilpu ocmompe Heobxo0umMo obpamums 6HUMAHUE HA OCHOGHble (UIUKATIbHLLE
NPOAGNIEHUSL:
HEeOHamanbHLlil NePueo

- BAIOCHb, COHIUBOCHID,
- Hapywenue co3Hanus (Conop, Koma);
- cyoopoeu;

- peoma, omkasz om eovl;
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- anHod;

- nomepsi MAcCvl meia, 3a0epACKa Pu3UYecKoeo pazeumus,

- 3a0epiicKa MOMOPHO20 PA3GUMUSL,

- MblIeYHAsA 2UNOMOHUA,

- nupamuouvie  HapyuieHus  (NOGblULEeHUE  CYXOJNCUTbHBIX  peqhiekcos,  Hanuyue
Namono2udecKux CmonHblx 3HAK08);

- mpemop;

- Henpou3BoibHLIE/HACUTbCNGEHHblE — O08UJICeHUs  («pexmosanuey u  «e30a  Ha
genocuneoey);

- KIUHUYeCcKue NPu3HaKu cencucd.
Jlemu nepevix 1em jncuznu

—  2NU300UYECKU BOZHUKAIOWAS PBOMA;

—  3A0epiHcKa NCUXOMOMOPHO20 U PeUe8020 PA3GUMUSL

—  U3MeHeHUue MblUeUHO20 MOHYCA,

—  nepuoouveckas amaxcus, mpemop;

— cyodopoau;

—  UHCYTLIMONOOOOHBIE COCMOAHUS.

I1o0po6Ho dannbie usukanbHO20 06C1e008aHUA ONUCAHBI 8 pa30ele «KIUHUYECKas KapMmUuHay».

2.3 JIabopaTopHble IMATHOCTHYECKHE HCCIeIOBAHNS

° Pexomenayerc BceM mnanMeHTaM ¢ KinHU4YeckuMu mnpusHakamu bKC wuccnenoBanue
KHUCJIOTHO-OCHOBHOT'O COCTOSIHHSI M Ta30B KpOBH (B T.d., MCCJICIOBAHUE YPOBHSI BOJOPOIHBIX
noHoB (pH) xpoBu, uccienoBanue ypoBHs Oy(depHBIX BEIIECTB B KPOBH), YPOBHSI TJIFOKO3BI B
KPOBH, YPOBHSI HATpUSi B KPOBH, YPOBHS MOJIOYHOH KHCIIOTHI (JIaKTaTa) B KPOBH, YPOBHS
aMMHaKa B KPOBH, KETOHOBBIX TEJl B MOYE OKCIPECC-METOJOM C IMEIbI0 JUArHOCTUKU
MeTabOIMYECKUX HApYIIEHUH WX KOPPEKIMH, OMpEIeNeHUs TAKTHKH JalbHEHUIero BeICHUS,
JTMHAMUYeCKoro Habmoaenus [3,6,8].

YpoBeHb y0eauTeJIbHOCTH 10Ka3aTeNbCTB — C, yPOBEHb 10CTOBEPHOCTH /I0KA3aTEIbCTB- 4.
KommenrTapuu: y nayuenmose ¢ BKC 6 nepuoo memaboniuueckoeo Kpu3a onpeoensiemcs
Memabonudeckuil — Kemoayuoo3, — cUNOHamMpuemus,  2UNO2NUKeMUus,  UNepamMmoHuemus,

ConposoNCOaroOwUecs Y2po3ot omeka Mo32ea U mpebyrowue UHMEHCUBHOU KOppeKyuu
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8bIABIEHHLIX HapyweHull. Mcciedosanus 6 ciyuae oCmpo2o coOCMOAHUSL He0OX0OUMO NPOGeCcmU 8
CPOUHOM nopsoKe.

. PexoMenayercsi mpoBenieHrue 001Iero (KIMHUYECKOTO) aHalIM3a KPOBH Pa3BEPHYTOIrO
(reMOrno0uH, KOJMYECTBO SPUTPOIMTOB, I[BETOBOW IOKa3aTellb, KOJIWYECTBO JIEHKOLIUTOB,
TPOMOOLIMTOB, JEeWKOIUTapHast (HopMysia M CKOPOCTb OCEIaHWs DPUTPOIMTOB) TALMEHTAM C
KIuHu4YeckuMu mposiBieHussMu BKC 171 OIleHKHM OCHOBHBIX IapaMeTpOB KPOBETBOPEHUS U
HAJIMYMUS BOCIIAJIMTENILHBIX MpotieccoB [24, 31].

YpoBeHb y0enuTeJIbHOCTH A0Ka3aTeNbCTB — C, yPOBEHb 10CTOBEPHOCTH /I0KA3aTeIbCTB- 5.
Kommenrapuii: nposodumcs 6 npoyecce OuHaMuyecko2o  HabOa0OeHus,  dacmomd
onpeoensiemcs UHOUBUOYATILHO.

. Pexomenayercss mpoBereHHe oOHIEr0 (KJIMHUYECKOIO) aHalM3a MOYM NAIUEHTaM C
kuHu4YeckuMu nposineHussMu BKC 171 olleHKH COCTOSIHUS MOYEBBIBOJSIIMX MYTEH U MOYeK
[24, 31].

YpoBeHb y0enuTeJIbHOCTH 10Ka3aTeNbCTB — C, YPOBEHb 10CTOBEPHOCTH /I0KA3aTeIbCTB- O.
KommenTapmii:  nposooumca 6 npoyecce OuHamuueckoeo — HAOMOOeHUs,  4acmoma
onpeoensiemcs UHOUBUOYATILHO.

J PexoMenayercsi mpoBeeHNE OMOXUMHUYECKOTO aHAIN3a KPOBH OOILIETEParieBTUIECKOTO
(rmroko3a, obmui Oenok, OenkoBble (pakmuu (UCCIeIoOBaHWE YPOBHS albOyMHHA B KpPOBH,
ompesieNieHNe ambOyMUH/TIIOOYJIMHOBOTO COOTHOIICHHUS B KpPOBH), OOLIWH, CBSI3aHHBIA U
CBOOOAHBIN OMIMPYOUH, XOJECTepUH, TPUIIIMLIEPHUIbI, JMUIONPOTEUAbBl HU3KOM M BBICOKOMH
IUIOTHOCTH (MCCIIEIOBAaHUE YPOBHS JIMIIONIPOTEHMHOB B KPOBH), miesnouHas ¢ocdaTaza, ramma-
TIIOTAaMUJITPAHCIICNITHIa3a, KpPEaTWHWH, MOYEBHMHA, alaHMHaMuHOTpaHchepaza (AJIT),
acmapratamuHoTpancdepaza (ACT), xanpiuii oOmMNA ¥ HMOHU3UPOBAHHBIM, HATPUH, Kalui,
Heoprannueckuii  pochop, xkenezo u depputun, CPB) mnammeHTam ¢ KIMHHUYECKHUMH
nposiBiieHussMd BKC 1iis orieHku yHKIIMOHATBHOTO COCTOSIHUS BHYTPEHHUX OPTraHOB, HATMYUS
WH(EKINOHHBIX OCIOKHEHUI M HYTPUTHBHOIO cTaTyca nanuenra [24, 32].

YpoBeHb yOequTeIbHOCTH 0Ka3aTeJIbCTB — C, ypOBEHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- O.
KommenTapuii: nposooumcs 6 npoyecce OuHamuyecko20  HAOMOOEHUs,  dacmoma

onpeoensemcs UHOUSUOYANbHO.

° PexoMeHayeTcsi KOMIUIGKCHOE  OMpENEICHUE  KOHIIGHTPAllUM  aMHUHOKHCIOT |
AlMJIKApPHUTUHOB B KPOBHM METOJOM TAaHJAEMHOW MacC-CIEKTPOMETPUH, KOMIUIEKCHOE
OTIPENICTICHUE COJCP)KaHMSI OPTaHMYECKMX KHCIOT B MOYE TMAlUEHTaM C KIWHUYECKUMH
nposiBieHussMu BKC ¢ 11emp10 OMOXUMHUECKOT0 IOATBEP XK ICHHsI qrarHosa [6,8].

YpoBeHb y0equTeIbHOCTH 10Ka3aTeJILCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
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Kommenrapuii: npu FKC nogvliuaemcs Konyenmpayus amuHOKUCIOM JIeUYUuHd, U30aelyuna,
8ANUHA 8 KPOBU, A MAKd’Ce COOMHOWEHUs NelUyuUH +U30Netlyun/alanun, 8aiut/heHunlaianur u
JetiyuH+uzonetyun/penunananut, 8 move Haba0aemcs nOGvlUleHUe IKCKpeyuu OpeaHudecKux
KUCIOM - 2-0KCO-U30KANPOHOBOU, 2-2UOPOKCU-U30KANPOHOBOL, 2-0KCO-3-Memuisaiepuanosoll,
2-0KCO-U308ANEPUAHOBOU, 2-2UOPOKCU-U308ANEPUAHOBON U 2-2UOPOKCU-3-MeMUIBALEPUAHOBOU
Kucnom. Bosmooicnvie konebanus KoHyeHmpayuyu amMuHOKUCION 8 Nidsme Kpou npeocmaesieHvl
6 npunodxceruu A9.

KommenTapuii: nposodumcss 6 npoyecce OuHAMUYeckKo20  HAOAOOEHUs,  4acmoma
onpeoensiemcs UHOUBUOYATbHO.

° Pexomennyercsi mpoBeaenue ananusza renoB BCKDHA, BCKDHB, DBT u DLD Bcem
MaryeHTaM ¢ KIMHUYeCKUMH U OuoxuMudeckumu nposiBienusMu bKC ¢ 11enpio MosieKysipHO-
TEHETHYECKOTO MOATBEPKACHHUS qruarto3a [3, 5, 6].

YpoBeHb y0eauTeIbHOCTH 10Ka3aTeIbCTB — C, YPOBEHBD 10CTOBEPHOCTH /I0KA3aTEIbCTB- 5.
Kommenrtapuii: Heobxooumo uccneoosanue KOOUpylOWUX U NPpUNE2arOUUx UHMPOHHBIX
oonacmeii cenos BCKDHA, BCKDHB, DBT u DLD memooom maccosoeo napannenvrnoco
CeKBeHUpPOBaHUs (ananius sK3oma uiu mapeemuvie navenu). Haubonee uacmo ecmpeuaromcs
mymayuu 8 cene BCKDHB (~60% 6cex ciyyaes), 803MONCHO HAYAMb UCCIE008AHUE C MO0
2eHa memooom cexkeenuposanusi no Ceneepy. Mymayuu 6 cene DLD eedym k ocobou ¢hopme
Oone3HU, KOMopas paccmMampusaencs KaKk MUmoxoHopuaibHoe 3aboneeanue. IIpu nodospenuu
na BKC, yuumwvigas puck pazeumusi MHCUZHEY2PONCAIOULe20 COCMOSHUSA, JNedeHue cleoyem
HAYUHAamov 00 GblAGNIEHUs. MOJIEKYIAPHO-2eHemU4ecKol npudunsl 6one3nu. B ciyuae npumenenus
Memo0o08  MONEKYIAPHO-2eHEMUYECKO20 — UCCIe008AHUsL  NPU  NOOMBEPHCOCHUU — OUACHO3A
Heobxooumo o00Ociedosanue pooumenell NAYUEHMA HA 2emepo3UcOMHOe HOCUMETbCIBO
BbIABIEHHLIX MYMAYUll ¢ NOCIeOYIOWUM UCHONb308AHUEM Pe3YIbmamos 00C1e008aHUsi npu

nposedeHul npeHamaitbHou ouaznocmuxu 6 ungopmamusuvix no bKC cemvsix [1,3,4,5].

2.4 HNHCTpYMEHTAJbHbIE TUATHOCTHYECKHE UCCIAEI0BAHUS

° PexoMeHayercsi MpoBeJeHHE MarHUTHO-PE30HAHCHOW TOMOTpa(uu TIOJOBHOTO MO3ra
NanueHTaM ¢ KaMHn4eckuMu nposisiaeHussMu bKC (ocoOeHHO B OCTpBIN Nepuo U IpHU HATUYUH

HGBpOJ’IOFH‘IGCKOﬁ CI/IMHTOMaTI/IKI/I) C OCJIbI0 BBIABICHUS IMPHU3HAKOB OTCKAa I'OJIOBHOI'O MO3ra

[12].

YpoBeHb y0enuTeJIbHOCTH 10Ka3aTeNbCTB — C, yPOBEHb 10CTOBEPHOCTH /10KA3aTeIbCTB- 4.
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Kommenrapwmii: Hapkos no nokasanusm. Y nayuenmoe ¢ BKC mozym ommeuamuvcsa Kax
ouggysuvie, max u JIOKANbHbIE OMEKU MKAHel 201068H020 Mo32d. Jlokanvhvle omexku y
nayuenmos ¢ BKC 6 ocnosHom 3ampacusaiom 6enoe ewecmeo Mo3diceuKkd, Cmeosl Mo3ed,
oneouwiti  wap, ewympenmioro kancyry u manamye [11,12]. Ilposooumcs 6 npoyecce

OUHAMUYECKO20 HAOII0OeHUs, HeOOX0OUMOCMb U 4HaCMOma onpeoeisiemcsi UHOUBUOYATbHO

J Pexomenayercss 1mpoBeieHHE HeWpocoHOrpapuu MNaUeHTaM C  KIMHUYECKHUMHU
npossieHussMu  BKC (ocoO0eHHO B OCTpbIi Nepuoj M IPU HATUYUU HEBPOJOTHUECKOH
CHMIITOMATHKH) C IEJIbI0 BRISBICHMS MPU3HAKOB OTEKA rOJIOBHOTrO Mosra [42, 43].

YpoBeHb yOequTeIbHOCTH 10Ka3aTeJIbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 4.
KommenTapmii: svia61aiomes sxoepaguueckue nNpusHaxku omexa 201068Ho2o mos2a: [uggysznoe
NoBblULeHUE DXO2EHHOCIU NAPEHXUMbL 20108HO20 MO324, CHUMNCEHUe OupghepeHyuposku 60po30 u
U3BUNUH, WelleBUOHble TUKBOPHble npocmparcmea. [lposooumcs 6 npoyecce OuHaMU4ecko2o

Hab00eHUs, HeOOX0OUMOCIb U YACTOMA ONpedesemcs UHOUBUOVAILHO

° Pexomenayercsi mpoBeaeHue sekrpodHiedanorpapuu (330) nammentam ¢ bBKC mpu
HaJIMYMY HEBPOJOTMYECKON CUMIITOMATHKH JUISl BBISBIICHUS SMHUIECNTHYECKON aKTHBHOCTU (IIPH
JMAarHOCTHKE U Jajiee Py HaJM4Ke CyJA0pOoKHOTO cuuapoma) [23, 33].

YpoBenb yoenuteabHoCcTH pekoMenaanuii C (YpoBeHb I0OCTOBEPHOCTH 0KA3aTEJbCTB — 5)
KommenTapuu: ¢ mom uucie 3231 ¢ eudeomonumopuneom. Ilposooumcs 6 npoyecce
OUHAMUYECKO20 HAOII0OeHUs, HeOOX0OUMOCMb U 4aCMOma onpeoeisiemcsi UHOUBUOYATbHO

° PexoMeHnayercsi mpoBeneHue yabTpazBykoBoro uccienoBanus (Y3UM) opraHoB
OprorrHo#t mostoctu nanuenTam ¢ BKC is BeisiBIieHHs TopaskeHus nedenu [32].

YpoBeHb yoenutebHoCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapmii: nposooumcs 6 npoyecce Ounamuyeckozo  HabnoO0eHus,  yacmoma

onpeoensemcs UHOUBUOYATIbHO

o PexomeHnayercsi oleHKa cocTosHUs mouek mnanueHtam ¢ BKC s BbIsBieHUs
CTPYKTYPHBIX HapymeHui [32].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEJbCTB — D)
Kommenrapuii: nposodumcs 6 npoyecce OuHamuyecko2o  HabOaOOeHus, dacmoma

onpeoensiemcs UHOUBUOYATIbHO

. PexomennoBano perynspHoe mpoBeaeHue sxokapauorpadpuu mauuentam ¢ BKC mis

CBOEBPEMEHHOM JMAarHOCTHKH MaToJoruu cepia [44].
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YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb I0OCTOBEPHOCTH 0KA3aTeJbCTB — 4)
KommenTapuii: nposodumcsi 6 npoyecce OuHAMUYECKO20  HAOAOOEHUs,  4acmomad

onpeodensiemcs UHOUBUOYATbHO

2.5 Unble AUATHOCTHYECCKHUE NCCTACAOBAHUSA

KoHcynbTanuu crnenuaaiucToB MOTYT OKa3bIBaThCS IMAllMEHTAM HA Pa3HBIX ATalmax OKa3aHUs
MEIUIIUHCKOW TIOMOIIY, B TOM YHCJIE€ B IEPUO]T TMATHOCTUKU 3a00JICBaHUsI.

J PexomMeHIyIOTCSl TSl TUArHOCTHK TAalMEHTOB ¢ mojpo3perreM Ha BKC mpumeHsTh
MYJIbTHIUCIUIUIMHAPHBIA MMOAXOJ B BHIY TOTO, 4YTO 3a00JICBaHUSl XapaKTEPH3YIOTCS
MOpaXCHHEM MHOTHUX OPraHOB M CHUCTEM, TpeOyeT KOMIUIEKCHOW Tepamuu, 4YTO JHKTYeT
HEOOXOIMMOCTh COBMECTHOTO BEJICHHMS MAI[MEHTa CIICIHATMCTaMHU pa3HbIX mpoduieii [1,6, 17].
YpoBeHnb yoenureabHocTH pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KoMMeHTapum: noxaszanvl nepsuunvie u NOSMOPHblE KOHCYIbMAayul 8paya-2eHemuKd, epada-
ogpmanvmonoza, 6paua-HesponO2a, BPAYA-2ACMPOIHMEPONO2d, 8pa4a-ouemonozd, 6paya-
9HOOKPUHON02A, 8PAYA-KAPOUOI02d, 8PAYA-0emCKo20 Kapouoaoad, epaia-vegponoza, epaya-
neouampa, epada-mepanesma/ epava  obwjeli Npakmuxku (cemeuHoco  eépaya), epaya-
NCUXUAMPA, MEOUYUHCKO20 NCUXON02A. A MAKiCe 8payeli Opyeux CneyuaibHoCmel nayueHmam,

UMerwuM Hapyuenus QYHKYUl COomeemcmeayiouux opeanos u Cucmem

3. Jleuenne, BKJIIOUYASI METMKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 Tepanum,
AMeTOoTepanuio, 00e300J1uBaHue, MeTUIIMHCKUE MOKA3AHUA U
NMPOTUBOINOKA3aHMUS K MIPUMEHEHUI0 MEeTO10B JeYeHHsI

Cmpameeus  niedenus  3aKn04aemcs 6  CHUNCEHUU  0OpA308aHUA  MOKCUYHBIX
Memabonumos, npedcoe ce2o, NelUyuHd, a Makxice U3oNeUyuHa U 8anluHd, NpeoynpexcoeHuu
pazeumus  Kemoayuoo3a, MNopadcenus HEePeHOU CUCmeMvl U BHYMPEHHUX Op2aHO8 C

obecnevernuem npoyeccos ClHa6OJZLl3Ma, HOPMAJIbHOCO pocma u HympumueHoco cmamyca Ooemell.

3.1 KoncepBaTuBHOE JeUeHHE

3.1.1 O0mye NPUHUMIIBI KOHCEPBATHUBHOIO JIeYeHU S

L] PexomMeHng0BaHO MMallMEHTaM C KIMHUYECKUMU IMPOABJIICHUAMHU, XapPAKTCPHBIMU JISA BKC

OTPAaHWYUThH TIOCTyIUICHUE Oenka (B TOM YHUCIE 10 TOJNydYeHHUs J1abOpaTOPHBIX PE3yIbTATOB,
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MOJTBEPKIAIOMINX 3200JIEBaHNUE): € IENBIO MTPEIOTBPAILECHHS PA3BUTHS META0OIMYECKOTO KpH3a
[1,4,6,10]

YpoBeHb y0eauTEIbHOCTH A0Ka3aTeIbCTB — C, yPOBEHB 10CTOBEPHOCTH /I0KA3ATEIbCTB- 4.
KoMMeHTapuM: nOCKOIbKY —passumue Memadoiuyeckoeo Kpusza Modjicem Npugecmu K
HeooOpamumMvImM UsMEHEHUAM CO CIOPOHbI HEPEHOU cucmembl, npu nooosperuu Ha BKC ciedyem
cobpamv buomamepuan 0 NPOBEOeHUs OUOXUMUYECKO20 MEeCMUPOBAHUsL U 3ameM nepesecmu
nayueHma Ha NUMaHue ¢ HU3KUM cooepoicanuem Oerka (MUHUMANbHbIUL 0e30NaACHblll YPOBeHb
benxa npedcmaenen 6 I[lpunosicenuu AS5) npu smom obecneuumv 0OCMAMOUHOE KOAUHECMEO
Kanopui. [na Oemeil nepeoco NONY200Usl HCU3HU NPUMEHAEMCA 2PYOHOe BCKAPMIAUBAHUE UNU
BCKAPMIUBAHUE OCMCKUMU MOJIOYHBIMU CMECAMU ¢ HUSKUM codepaicanuem benxa (1,2 -1,3 2/100
ML 80CCMAHOBIEHHO20 NPOOYKMa), Oasi Odemell cmapuie 6 Mecayed — UCKIIOYEHUe
8bICOKODENKOBLIX NPOOYKMO8 (MsACo, meopoe, pvlba) u3 payuona. buoxumuueckue mecmol
npoeoosmcsi 8 mewenuu 3-7 Oweli, a MonekyispHo-eenemuyeckue Uccie008aHus Mocym
nompebosams okono 2- 3 uedenv. I[losmomy, HeobX0O0umMo umobvbl 8 2mom nepuood pedeHoK

Haxoouncs na nuzkobenkosou oueme [1,2,8]

° Pexomenayercs mnocie noarsepxkiaeHust nuarHosa BKC Bcem maunmentam crporoe
orpaHHueHue Oellka HATypalbHBIX MUIIEBHIX MPOAYKTOB C IENbI0 CBEACHUS K HEOOXOAUMOMY
MUHUMYMY TIOCTYIUICHH€ B OPTaHW3M AaMWHOKHUCJIOT JICHIIMHA, W30JICHIIMHA, BaJMHA.
[1,2,3,5,8,15,24]

YpoBeHb yOeaUTEJIbHOCTH A0Ka3aTeAbCTB — C, yPOBEHB 10CTOBEPHOCTH I0KA3ATENbCTB- 4.
Kommentapuu: OcrosHble npuHyunsl Cneyuaiu3upo8aHHol Ouemomepanuu 6KIOYaNm.:

O cmpozcoe ocpaHuueHue OeiKa HamypaibHblX NUWESbIX NPOOYKMOS C Yelblo C8e0eHUsl K
HeoOX00UMOMY MUHUMATbHOMY NOCMYNIEHUe 6 OPSaHUM AMUHOKUCIOM JNeuyund,
uzoneuyuna, e6anuna. Jlna  Oemeli nepeoco  NONY200Us  JHCUSHU — OSPAHUYEHUE
PACNPOCMPAHAEMCcs HA MAMepPUHCKoe MOJIOKO, a0anmupo8anHble MOIOUHbIE UIU
coesvie cmecu, 01 Oemell 8MOPO20 NONY200Usl JHCU3HU U cmapuie — 3anpem Ha
86e0eHlUe 8 Kauecmae NPUKOPMA 8blCOKODENKOBbLX NPOOYKMOE (MAca, pblObl, meopoed,
AUY, MOJIOYHBIX NPOOYKMO8, 60006bIX U M.O.);

O oba3amenvuas  KomneHcayus — Odeuyuma  benka 3a  cuem  UCNONIb30BAHUS
CNeYUuanu3UPOBAHHLIX CMecell Ha OCHO8e AMUMOKUCIOM 0e3 JleliyuHd, u3oneuyund,
8ANUHA, COOMBEMCMBYIOWUX BO3PACMHLIM NOMPEOHOCMAM pebeHKA 8 OCHOBHbIX
nuWesblx eewecmeax u dsHepeuu. B nauvane nevenus u 6 nepuod memadOAUUecKux
kpuzose 6 meuenue 24 — 48 wuacos (ne Oonee!) ucnorvzosamv MOILKO

CReyuUanu3Uposanuyio cmecy amunoxuciom [15];
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O obecneyeHue 00OCMAMOYHOU IHEPLEMUUECKOU YEHHOCMU PAYUOHA OJis1 NOOOEPHCAHUS
npoyeccos aHaboIuzMa 1 npedomepaujeHus akmueayuy Kamaboiuzma,

O obecneyeHue nayueHma 00CMAMOUHbIM KOIUYECTNBOM HCUOKOCTU,

O OpoOmuble KOpMIeHUsi 0e3 OAUMENbHbIX Nepepvleos 60 uU3bedlcanue 20100aHuUs,
ocobeHno y demeiti 2pyOHO20 U paHHe20 803pacma;

O obyyeHue pooumenell NPAGUIAM OP2SAHUZAYUU OUECMOMEPANUU 8 MeNCPUCTYNHBII

nepuoo u 8 nepuoo y2po3vl Memadoauieckoeo Kpusd.

° Pexomenayercss oOmmii 0enok je4eOHOro palmuoHa B MEXKIPUCTYNHBIA TEpUOJ
naiueHTaM ¢ BKC paccuuTeiBaTh HCXOJs U3 BO3PACTHBIX MOTPEOHOCTEH MarueHTa
(ITpunoxxernne AS), a Takke ¢ y4eTOM TOJICPAHTHOCTH TAI[ME€HTa K OCNKy B 3aBUCUMOCTH OT
(dopmbl 3a00JIeBaHuUs U TSKECTH ero TeueHus [1,8]

YpoBeHb y0enuTeJIbHOCTH 10Ka3aTeNbCTB — C, yPOBEHb 10CTOBEPHOCTH /10KA3aTeIbCTB- 4.
Kommentapuu:

o Keoma Oeika HAMmyparbHblX NPOOYKMOS HA3HAYAEMCA C YYemOM MUHUMATbHOU
nompeOHOCMU 8 NAMO2EeHeMUYeCKU 3HAYUMbBIX AMUHOKUCIOMAX — jlelyute, 8aluHe, uzoaelyune
(ITpunosicenue A5) u ¢ yuemom cooepoicanus netyuna 6 HAmMypaibHvlx npooykmax (1 2
Hamypanvho2o Oenka cooepocum om 50 0o 80 me netiyuna) u obecneuusaemcs 3a cuem
HU3KODENKOBbIX NPOOYKMOE (08owell, (hpyKmos, cneyuanusuposaHHblx HU3KOOEIKOBbIX KPYN U
NpoOYyKmo8 Ha ocHoge Kpaxmana). Koagpguyuenm rousepcuu neuyuna npeocmasieH 6
npunodxcenuu A6;

o C yenvio KommeHncayuu oOeguyuma Oeika UCNOIb3YIOMCL CNeYUAIU3UPOBAHHbBLE
NpOOYKMbl HA OCHO8€ AMUHOKUCIOM Oe3 netiyuna, uzonetiyuna u eanuna (llpunosxcenue A6) u
000a6KU OMOENbHbIX AMUHOKUCION SAIUHA U U30JICUYUHA,

IHpumepnsiii cymounwlii HAOOp NPoOYyKmMos OJisi pebeHKa OOUIKOIbHO20 803PACMA NPUBEOEeH 6

Tpunoowcenuu A6.

° Pexomenayercsi o0aBieHHEe H30JEHIIMHA W BaJMHA C IOMOIIBIO MOHOJ00ABOK
COOTBETCTBYIOIUX aMUHOKHCIOT BceM narnueHtam ¢ BKC ¢ 1enpo BocromHeHHs uX JIeuITa
[1,2,15,24].

YpoBeHb yOeIUTeTbHOCTH 10Ka3aTeJbCTB — C, ypOBEHD 10CTOBEPHOCTH 0KA3aTEJIbCTB- 5.
Kommenmapuu: Eciu nabniodaemcs peskoe CHUdMCEHUe U30aeUyuna U 6aiuHa 6 nidasme Kposu,
Mo MO2Ym Pa36UBAMbCIL OCLONCHEHUSL 8 BUOE MANCEN020 IHMEPONAMULECKO20 AKPOOEePMAMUMA

u mezanobnacmuou anemuu. I[lpumepnas o0oza uzonetiyuna w/uru earuna 30-95 me 6 cymxu (8
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08a npuema) ¢ yeivio R000ePI’CAHUs UX YPOBHSL 8 cbleopomie Kposu He Hudice 200-400 mxmonv/n

[15,24]

° Pexomenayercs HazHaueHue #TuaMuHa*™ B yieueOHbIX 103upoBKax nanueHtam ¢ BKC
NpYd THAMUH3aBUCUMOH (opme 3a00JeBaHUsS B KavyeCcTBE KO(MAKTOPHOW TEpamuu C IENbI0
CHIDKEHMSI YpOBHS JieiiimHa B miasme [15,21,24, 38, 39].

YpoBeHb yOequTETbHOCTH 10Ka3aTeJILCTB — C, ypOBEHD 10CTOBEPHOCTH 0KA3aTEJIbCTB- 5.
Kommenrtapuu: Tepanus sxiouaem xkomoOunayuio #muamuna™* (003t om 10 0o 1000 me /
O0eHb) C OuemuuecKuM O2paAHUYeHUeM pa3eemeeHHblX amunokuciom. Hauanvnas o0osza
#muamuna** cocmasnsem 50-200 me/ cym, komopylo nayuenm nonyuaem 8 meuerue I mec ¢
oyenxoti BCAA ¢ nnasme u/unu monepanmnocmu x ouemuueckum BCAA. B cnyuae
yyecmeumenbHocmu K #muamumny** eco npuem ciedyem npoooaxcums Ha Q)oHe 02panuyeHus 8

payuone npooykmos, cooepacawux BCAA.[15, 38]

° Pexomenayercs HazHaueHue #neBokapHUTHHA BceM nanueHTam ¢ bKC npu otcyrcTBumn
MEMIIMHCKUX TTPOTHBOIIOKA3aHUH C IEJIBI0 YCHIICHUS CBSA3BIBAHUS METa0O0JIMTOB aMHHOKHCIIOT C
pas3BeTBIIeHHOM 1enbio [1,4, 8,10].

YpoBeHb y0equTeIbHOCTH 10Ka3aTeJIbCTB — C, ypOBEHD 10CTOBEPHOCTH 0KA3aTEJILCTB- 5.
KommenTapuu: #1esokapnumun naznauaemcs na onumenshulil cpok (3-6 mec.).

Hasnauarom #neeoxkapnumun obviuno uz pacuema S0me/xe/cym (6 2-3 npuema 6 meuenue
cymox) [1,4, 8,10, 34]. Oonaxo dannas 0o3uposka Ovlia paccuumana 6 paHHux Uccie008aHUsX ¢
yuacmuem 02paHud4eHHO20 YUCia Je4eHHbIX nayuenmos. B nacmoswee eépems uemkux OaHHbIX
06 onmumanvHou 0o3ze #iesoxapHumuna y nayuenmos ¢ bBKC nem. Yuumuvisas npeononazcaemoe
He2amueHoe 8030elicmeue pecmpukmusHol ouemvl, NOMpeoHoCms 8 #1e60KapHUMUHEe MOXHCem
bvimsb 6onee evicokoil [40].

° Pexomenayercst Tepamnus SMUJICHTHYCCKAX MPUCTYIIOB C MHIUBUIYATBHBIM T0JI00POM
MPOTUBOCYIOPOKHBIX IpernaparoB nanueHTam ¢ BKC ¢ nensto koppekunu cumnromaruku [17].

YPOBeHb yﬁeIlI/ITeJIBHOCTH A0Ka3aTeJIbCTB — C, YPOBEHDb JO0CTOBCPHOCTH T0KA3ATEJIbBCTB- 5.

3.1.2 JleyeHue B mepuox MeTad0JIu4eCKOro Kpus3a

Hpu yeposze uiu 6 ciaydae paseunmus Mmemaboau4ecko2o Kpusza JedeHue O0JIHCHO
HAYUHAMBCS He3aMeONIUMENbHO.

Jleuebnvie Meponpusamus HanpaejieHbl HA npekpaujeHue O6pa3’0661H1/lﬂ U HAKONJIEHUA
MOKCUUYHbIX Op2AHUYECKUX CcoeOuHeHUll U 6bleeoeHue uUx us opearusma. Taxmuxa neuenus
nayuennoes 6 nepuod Kpusa G6KJlrouaeni KOppexkyuio duemomepanuu, ebledeHUe
HAKaniusarouwuxcs op2aHudYecKux Kuciom, Koppexkuuro Memabonruyeckoeo auudos’a,
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2UNepamMmoOHUeMuu U B0OHO-2JIEKMPOJIUMHBIX HAPYULEHUN, DHEpeemudeckyio noooepiscKy u

CHUDICEHUA UHMEHCUBHOCMU NPpoYyeccos Kamaboausma.

° PexoMenayercsi SKCTpEHHAsh TOCHHTAIM3ALMS W HE3aMEUIUTEIILHOE IPOBEICHUE
WHTCHCUBHOW Tepanuu naiuerTaM ¢ BKC mpu yrpose wim B citydae pa3BUTHSI METa00JIMYECKOTO
kpu3a [1,9].
YpoBeHb yOeIuTETbHOCTH 10Ka3aTeJbCTB — C, ypPOBEHD 10CTOBEPHOCTH 0KA3aTEJIHCTB- 4.
KommenTapuu: Jleuenue memabonuyeckozo Kpu3a OONHCHO HAYUHAMBCA HE3AMEONUMENbHO
npu nOsGNIEeHUU CUMnmMomos. Memabonuueckue Kpuzwl, 6edyujue K KpUMUYeCKUM, YePOrCaemMbim
HCUBHU COCMOAHUAM, NPU DONE3HU KIEHOB020 CUPONA XAPAKMeEPU3VIOMcs 0Cmpo 603HUKAOWel
SHYepanonamuell, CONPOBONCOAWEUC CYOOPOSAMU, NPUCMYNAMU MHOZOKPAMHOU DPBOMbI,
npusHakamu omexa 201081020 mosea. CocmosiHue Odemetl ObICMPO YXyoulaemcs, 6njiomsv 00
Kombl. Moodicem umems Mecmo 2unoziukemus, SUNOHAMpUeMuUsl, NPUHAKU MemadoaIuiecKo2o
ayuoosa. Ilposoyupyiowumu HeOIA2ONPUAMHBIMU  hakmopamu, Komopwvle 00)CI081U8AION
pazeumue y nayuenmog ¢ BKC memabonuueckoeo kpusa:

O npuem bOenka, neiuyuna, u3oNeUYyuUHa U BAIUHA 6 KOIUYECTGe, NPesbluarem

MONIePAHMHOCMb OP2AHUBMA OOIbHO20 pebeHKa,

[ HeOoedaHue, HU3KASL KATOPULIHOCIb PAYUOHA,

[ unmepKyppeHmHvle pecnupamopmvie Ul HCeay0OUHO-KUUEeYHble UHDEKYUOHHbLE

3abonesanus u opyaue ¢axkmopwvl, nposoYUpyrOujUe Kamaboiusm,
Tsicecmv  cocmosinus, 2nA8HbIM  00PA30OM, 00YCI08IEHA BLIPANCEHHBIM MemadoaUdecKUM

Kemoauudowm, 2un0Hampuemueﬁ, yZpOS’Ol:i omeKka mosea.

° Pexomenayercs mnanuentoB ¢ BKC B mepuon meTabonnyeckoro Kpusa MEpeBeCTH Ha
MATAaHUE UCKITFOYUTEIIHFHO CMEChI0 aMUHOKHUCIIOT 0€3 Jeliyuna, 8aIuna, usoietyuna, Ho He 0omuee
yeM Ha 24-48 yaca C 1e/bl0 CHU)KEHHsI yPOBHs JieinuHa [15,24].

YpoBeHb y0eauTEJILHOCTH A0Ka3aTeIbCTB — C, yPOBEHB 10CTOBEPHOCTH I0KA3ATEIbCTB- 5.
KoMMeHTapuM: npu Haiuuuu Cpwuleu8anull, peomvl, OmMKaA3a om eodbl — KOPMIEHUe uepes3
Hazoeacmpanivhulll 30H0 uau  eacmpocmomy. CobOnrodams  pexcum OpPOOHLIX U HACMbIX

KOPMIAEHULL C NPOMENCYMKAMU MedHcOy Kopmaenusmu 2-3 uaca.

. Pexomennyercsi uepe3 24-48 waca mocie OTMEHBI HaTypallbHOTo Oeiika (B TIEPHO

MeTabonmueckoro kpusa) manueHtaM ¢ BKC mocTeneHHO BBOIWTH MPOIYKTHI, COAEpIKAIINe
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HATypaJbHBIN OCNIOK ¢ MENbI0 MPeoTBpaIleHrs KaTaboim3mMa U o0ecrieueHuss HeOOX0AUMBIMHU
HyTpueHtamu [15,24].

YpoBeHb y0eauTEJIbHOCTH A0Ka3aTeIbCTB — C, yPOBEHB 10CTOBEPHOCTH /I0KA3aTEIbCTB- 5.
KomMmeHnTapuu: oenku 6sodsames uz paciema % HeobOXo0umo2o cymouHo2o oovema — 6 nepavwlii
Oenwb, Y2 - na 2-3-u denv, ¥ - 3-4-11 Oensw, danee 6 nonHom obveme. cmoyHukom HAmMypaibHo2o
berka  Onsi  Oemell  NepevbIX — WleCmu — MeCcAye8  JHCUSHU  ABNIAEMCs — MAMePUHCKoe
MONIOKO/A0anmuposanHas MOJIOYHAs CMeChb, OJisl Oemell Mopo20 NONY200Us HCUSHU — MAKHCe
HU3K00OeK08ble NPOOYKMbL NPUKOPMA, 01 Oemell cmapuie 2004 — HU3K0OeIKo8ble HAMmypaibHble
npooyKkmul (Kpynol, 0860w, (ppyKmol, pacmumenbHble MACla) U CReYUATUIUPOBAHHbIE NPOOYKIbL
Ha OCHOBe Kpaxmaios.

Ipu nanuuuu cpvleusanuil, peomsl, OMKA3A OM eObl — KOPMIEHUE Yepe3 HA302aCmpaibHblll 30HO
unu eacmpocmomy (ycmanogxka eacmpocmomst). Cobarodamv pexcum OpoOHbIX U UACMBIX
KOPMIEHU ¢ npomedcymKamu mexncoy kopmaenuamu 2-3 uaca. Cymounwiil yposeHv benka —
IKBUBANIEHMA O0JIdHCeH Oblmb He Hudce 0e30NACHO20 YPOGHs, NpU IMOM obecnedums
gblcokokanoputinoe numanue (Ilpunosicenue AS5) ¢ yenvio crudcenusi 06pa308aHUsi MOKCUUHBIX
Memaboaumos

o Pexkomenayercst 100aBiIeHUE WU KOPPEKIUS J03bl M30JCUIIMHA U BaJMHA C MIOMOIIBIO
MOHO/IO0aBOK COOTBETCTBYIOIIMX aMHUHOKHUCIOT BceM mnanueHtam ¢ bKC B mepuon
METabOIUYECKOT0 KpU3a ¢ IeJIbI0 HHIHOMPOBaHUs niepexoa eiuna yepe3 96 [15, 24].
YpoBeHb yOeIUTEJILHOCTH A0Ka3aTeIbCTB — C, yPOBEHbD 10CTOBEPHOCTH I0KA3aATEIbCTB- 5.
Kommenmapuu: no nexomopvim OauHuim, Onazonpusmuuvli d¢gekm Oaem noodepircanue
uzoneuyuna U BalUHA 6 KPOBU HA BbICOKOM YPOGHe, UMO C€030aem KOHKYPEHYuro O
mpancnopma netiyuna 6 kiemky. Jozupoexa uzonetiyura u/uiu sarurna cocmasisem 80—120 me

6 cymku (6 0ea npuema) [24].

o PexoMeHnayercsi mpu IMOJO3PCHUM HAa META0OJIMYECKHH KpPU3 W OTCYTCTBHH PBOTBI
o0ecreynTh BBICOKOKAJOPHIHOE HSHTEpPAIbHOE THTAaHHE 3a CYET HCIOJIb30BaHUS PacTBOPOB
JIEKCTPO3bI, TIIFOKO30MOJMMEPHBIX PACTBOPOB (MATbTOJNCKCTPHH) B JIOTIOJTHEHHWE K CMECH Ha
OCHOBE aMUHOKHCIIOT C IeJTbI0 MpeaoTBpaieHus katadonusma ([Tpunoxenune AS) [22,24].

YpoBeHb yOeTuTeTbHOCTH 10Ka3aTeJIbLCTB — C, yPOBEHD 10CTOBEPHOCTH 0KA3aTeJILCTB- 5.
KommenTapuu pacuem npouzsooumcs, ucxoos uz kaiopuvnocmu 1 e yeneeooos = 4 kkan, 1 2

Manemooekcmpuna npupasnusaemcsi k 1 2 yenesooos [1,2,3]

**

° PexoMeH10BaHO: BHYTPUBEHHOE BBEJIEHHE PACTBOpa JEKCTPO3bI*™* 10J KOHTPOJIEM €€

YPOBHS B KPOBHU MPH Pa3BUTUHU META00IMUECKOTO KPU3a, a TAKXKE JIUMUIOB (3KUPOBBIX IMYJIbCHIA
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JUTsl TIAPEHTEPAIbHOTO MUTaHUs1) U MHCYJMHA U ero aHainoroB (A10A) mpu HE0OXOIMMOCTH, C
[EJNBI0  BOCIOJNHEHHSI JHEPreTHYECKOrO0 M TPEJAOTBPAIICHUS PAa3BUTHS HEBPOJIOTHYECKUX
Hapymenwuii [1,2,3,22,24,25].

YpoBeHb yOeTUTeTbHOCTH 10Ka3aTeJIbLCTB — C, ypOBEHD 10CTOBEPHOCTH 0KA3aTEJIbCTB- 5.
Kommenrapuu: Buympusennoe 6sedenue 10% pacmeopa Oexcmposvl™™ u3z pacuema
HOB0poIcOeHHbie u demu 00 3-x nem 10-12me/ke/mun, om 3 0o 10 nem 8-10 me/ke/mun, cmapuie
10 nem 5-8 me/xe/mun. C yenvio obecneuenus 00CmMaAmoyHOU KALOPUIHOCMU U NPeOOMBPALeHUs
Ype3MepHOU 2UOpamayuu U 2emoOUIOYUL, 803MONCHO 68ederue Tunudos (dcuposvie sImynbCul
0151 napenmepanvhoco numanust) 0o 2elkelcymxu (0,4mnlkeluac 20% p-pa). Eciu y nayuenma
PAa36UBaemMcsl 3HAYUMENbHAS 2UNepeiuKemMust (Hanpumep, yposeHs 2oKo3bl 8 Kposu bonvuie 250
M2/0n) ¢ enoKo3ypueli U UMerOmcs NPUsHaKu Memaboauyeckol O0eKoMNeHcayuu, mo cieodyem
paccmompens  803MOICHOCHb  Havana un@ysuutuncynuna pacmeopumozco (uenogeuecko2o
2EHHO-UHIICEHEepHO020) **) emecmo cHudiceHus ckopocmu ung@y3uu dexcmposwvl**, cnocobcmeys
anabonuueckomy cocmoanuro. Hauanomas o0oza ona uumgyzuu Huncyiuma pacmeopumoco

** cocmasnsem 0,01 ME/xe/mun. Yposenv #Humncynuna

(uenoeeueckoeo 2eHHO-UHICEHEPHO2O
pacmeopumozo  (4eno8eyecko20  2eHHO-UHNHCEHEPHO20)™ ™  credyem mumpogamv, 4mooObl
no0oepaIcUsams yposeHs 2oKko3vl 8 Kposu medcoy 100 u 150 me/on.

° PexoMenayercsi HazHayaTh #OHIAHCETPOH™** mpu MeTabomnyeckoM kpu3e Ha pone BKC
110 MMOKa3aHMsIM C [EIbI0 YCTPaHEHUs TIOBTOPHBIX MPHCTYIOB pBoTHI [1, 8, 10, 17].

YpoBeHb yOeauTEJILHOCTH A0Ka3aTeNbCTB — C, yPOBEHB 10CTOBEPHOCTH I0KA3aTEIbCTB- 5.
Kommenrapuu: onoancempon** nasnauaemcs 6 cymounoii oose 0,1-0,2 me/ke demsam pannezo
eospacma, 2 me — OemsAm 8 eozpacme 2-7 jnem, 4 me — Oemsam 6 eo3pacme 8-12 nem

(oonokpammno). Ilpenapam modxxcem 8800UMbCA BHYMPUBEHHO, 6 CBeYax per rectum, 8

mabremkax uau 8 euoe cupona per os.

° Pexomenayercst KOppeKIIMs METa0OIMYECKOTO allia03a IPU METabOINYECKOM KpU3e Ha
¢one BKC myTeM BHYTPHUBEHHOTO BBEICHUS IIEIOYHBIX pacTBopos [1,10, 45].

YpoBeHb y0enuTeJIbHOCTH A0Ka3aTeNbCTB — C, yPOBEHb 10CTOBEPHOCTH /I0KA3aTeIbCTB- 5.
KomMmenTapuu: ona xoppekyuu memabonuyeckoeo Kemoayuoo3a UCHOAb3VIOMCA pPACMEopbl
Hampus cuopoxapbonama™* . Hampus cudpoxapoonam™™ npumensemcs 6 euoe 8,4% u 4,2%
pacmeopa ons  yoobcmea nepepacyema Ha mmoas NaHCO. Ezo 0o3upoexka (MMmoOb)
onpeodensemcs no ¢opmyne: (-BE) x macca mena (k) X 0,3. Kpome moeco, nayuenmam
PeKoMeHOyemcst wjelouHoe numve — pacmeop coovl uz paciema -1 uatinas noxcxa na 200 mn

600bl, weno4Hble MUHepalbHovle 6000l.
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B 3asucumocmu om msascecmu cocmosiHus kaxcovle 6-12 uacog KOHMpoauposams noxazamenu
KUCTIOMHO-0CHOBHO20 COCMOSHUS KPOBU, YPOBHS HAMPUSL U KAIUsL 8 KPOBU.

B cnyuae  Odexomnencuposannozo  memaboniuueckozo  ayudo3a, He — NOO0AIOWE20Cs
MEOUKAMEHMO3HOU — mepanuu, Npo8OOSMCS  Memoodbl  HKCMPAKOPHOPAIbHOU — KOPPEeKyul
2omeocmasza  (Hampumep, 2eMOOUANU3, NEePUMOHEAIbHbI  OUanu3, 2emoouaguibmpayus

npoonennas (eeno-eéenosnas) )[45, 46, 47, 48].

° Pexomenayercs nanueHtam ¢ BKC nornonHuTeIbHAas MEAMKAMEHTO3HAS KOPPEKIUS TIPU
ypOBHE aMMHaka B KpoBH BbIlie 200 MKMOJIB/JI C IIETbIO BBIBEJCHUSI M30BITOYHOTO KOJIHYECTBA
JaHHOTro MeTabonmta [9].

YpoBeHb yOequTeIbHOCTH 10Ka3aTeJIbCTB — C, ypOBeHD 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
Kommentapuu: [Ipu yposue ammonus 6 kposu eviute 200 MKMOIb/I HAZHAYAIOMCST NPENnapambl
cnocobocmayouue 8b18€0eHUI0 AMMOHUS, Hanpumep Denzoam Hampus (Ouoiocu4ecKku aKmueHas
0obaska) uz pacuema 250me/xe/cym (makcumanvuo 0o 500me/xe/cym, ecau macca mena
npeeviiaem 20 ke 0o 5,52/m*/cym). B 3asucumocmu om msaxcecmu cocmosHus Kadxcovie 6-12

HYacoe KOHmMpoJaupoeanib ypo6eHb amMMUuadKka 6 Kpoesu.

3.2 Xupypruyeckoe Je4eHue

° Pexomenayercsi mpu HU3KOM 3G(HEKTHBHOCTH MTPOBOAMMOTO KOHCEPBATUBHOTO JICUCHHUS
nauuentam ¢ BKC paccMoTperh BO3MOMKHOCTh TPAHCIUIAHTALMM [€YEHU IO KU3HEHHBIM
mokazanusim [8, 27].

YpoBeHb y0eauTEIbHOCTH A0Ka3aTeNbCTB — C, yPOBEHB 10CTOBEPHOCTH /I0KA3ATEIbCTB- 4.
KommenTapuii: 5KC omuocumcs k HacieocmeeHHbIM 0071e3HAM 00MeHa 8eujecms, KOmopule
MOJICHO — KOppekmupoeamv — mpancniaumayuei  newenu.  ITpancnaiawmayusi — neuemu,
npedomepawjaem Kamacmpoghuyeckue nospexcoenus mos2d, Komopwvle Mo2ym GO3HUKHYMb 80
gpemMsi  MemaboIuyeckou  UHMOKCUKAYUU, u  ocmawasiuaem — NpoSpeccuposanue
HeUPOKOSHUMUBHBIX HAPYUWEHUL, HO He KOPPEeKMupyem pauee Cyuecmeosasuiue KOSHUMUGHbIe
Hapywenust [8]. Pucku xupypeuueckoco emewamenbcmeda u NOOAGNEHUS UMMYHUMeEMAa He
OMIUYANUCH, OM  MAKOBbIX 0N  Opy2ux Nneouampuyeckux NnayueHmos, nepeHecuiux
mpancniaumayuio [27]. [ns nayuenmos, ycnewiHo nepenecuuux MmMpanHCHIaHMAayuio neyexu,
DPEKOMEHOYemcsl pacuupums ouemy u obecnedums NOMOWsb 8 nepexooe Ha paculuperHyo ouemy

¢ MOHUMOPUPOBAHUEM AHMPONOMEMPULECKUX noKazameneu u Hympumugenozo cmamyca [1,3].
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3.3 UHoe JeueHune

° Pexomenayercst pacCMOTpeTh MPOBEACHNUE EPUTOHEATBHOTO AUATN3a WM FeMOIUalIn3a
P OTCYTCTBHHM  OBICTPOM  TOJNOKUTENBHOW pEakuu Ha WHTCHCHBHYIO  TEpaluio,
COXPaHSIOIIEMCS KETOAIMI03€ ¥ TUIIEpaMMOHHUEMHUH TIpU MeTaboandeckoM kpuse Ha ¢pore BKC,
s 6ostee 3(h(HEKTUBHOTO BHIBEACHUS TOKCUYHBIX METa00JIUTOB [4].

YpoBeHb y0equTeIbHOCTH 10Ka3aTeJIbCTB — C, ypPOBEHD 10CTOBEPHOCTH 0KA3aTEJILCTB- 5.

3.4 TIli1aHOBOE OLIEPATHBHOE BMELIATEIHCTBO, AHECTE3US.

o Pexomenayercs manuentam ¢ BKC mepen mpoBeieHHEM OMEPAaTUBHOTO BMEIIATENBCTBA,
aQHECTE3UH, KOHTPOJIb MOKa3areseil olmiero (KIMHUYECKOT0) aHallu3a KPOBH, HUCCIIEIOBAHUS
KHACJIOTHO-OCHOBHOTO COCTOSIHUSI U Ta30B KPOBHU C LIEIbIO0 UCKIIOYCHHUS] METa0OIUYECKOM
JIeKoMITeHcaruu [25]

YpoBeHb yOequTeIbHOCTH 10Ka3aTeJIbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB- O.

o Pexomenayercss mnamuentam ¢ BKC Bo BpeMs NOATOTOBKH K XUPYPrHYECKUM
BMEIIATEIILCTBAM, MPOBEACHUS AHECTE3UOJOTHUECKUX IMOCOOMH M B JIPYTHX CIydasX, KOTAa
TpeOyeTcs yIIMHUTH TEepHo]| TOJOJaHUs HCIOJb30BaTh BHYTPUBEHHOE BBEAECHUE PacTBOPOB
JEKCTPO3BI* *C 1ENbI0 MPEI0TBPAICHHS Pa3BUTHsI METa0OIHUECKOro Kpu3a [25]

YpoBeHb yOeTuTeTbHOCTH 10KA3aTeJIbLCTB — C, ypOBEHB 10CTOBEPHOCTH 0KA3aTEJIbCTB- 5.
KommenTapuii: ungyzuonnas mepanus 6 ciyuasx, mpebdyowux yoauHeHue nepuooa 20100aHus,
pacmeopuvl 0ekcmpo3svl** 8gooamcs u3z paciema HO80podicoeHHvle U demu 00 3-x jaem 10-

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

4. MenMumMHCKasi peadMINTALMA M CAHATOPHO-KYPOPTHOE JieYeHue,
MeJMUIMHCKHE OKA3AHUA M NNPOTHUBONOKA3AHUA K IPUMEHEHHIO METO/10B
peadMIUTANMH, B TOM YHUCJI€¢ OCHOBAHHBIX HA MCIIOJIb30BAHUM MPUPOAHBIX
Je4yeOHbIX GaKTOpOB

. Pexomennyercsi nanmentaM ¢ BKC mpoBeneHne peaOMIMTAIMOHHBIX MEPOIPHUATHH,
HaIMpaBJCHHBIX Ha CONUAJIBHYIO aJanTallyio, TOJJACpKAHUE€ U pa3BUTHE KOTHUTHUBHBIX U
UHTEUIEKTYaIbHBIX (yHKIHi [35].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb I0OCTOBEPHOCTH 10KA3aTeJbCTB — 4)

° Pexomenayerca mnanuentaM ¢ BKC mnpoBeneHHe NCHXOJIOTMYECKOW MOMJIECPKKH U
oOydeHusi poIUTENel MpaBUiaM OPTAaHHW3AIUU MOMOIIM U JUETOTEPANUU B MEKIPUCTYITHBIN
MEPUOJT M B IEPHOJT YTPO3bl MeTaboIMuecKoro kpusa [36].
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YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb I0OCTOBEPHOCTH 0KA3aTeJbCTB — 4)

5. [IpoduiakTuka U JUCIAHCEPHOE HADJIIOAeHNe, MeTUIIMHCKUE MOKA3aHUS U
NMPOTHBONOKA3AHUSA K IPUMEHEHUI0 MEeTOA0B NMPOPUIAKTUKH

5.1. IlpoduiaakTuka

C 01.01.2023 B Poccuiickoii @enepauuy MPOBOJUTCS PACIIMPEHHBI HEOHATAJIbHBIN
CKpPUHHMHT C LENBI0 paHHEH IMarHOCTHKH psijia HACIEICTBEHHBIX 3a00JICBaHWH, B TOM YHCIIE
00JIE3HN KKJICHOBOT'O CHPOIIa».

° PexoMeHnayeTcsi KOHCYJIbTAIMS Bpaua-TeHETUKA CEMbSM IOCJIE YCTAHOBJICHUS IMarHO3a
naruenTaM ¢ BKC ¢ 1enpio pa3bsICHEHHI I€HETHYECKOTO PUCKa, OOCYXKIEHUS BO3MOXHOCTEH
MpEeHATALHON U MPEUMITIAHTAI[HOHHOM Jauarnoctuku [17].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — D)

° Pexomenayercss oOcienoBaHue  poauTeNell  MalMeHTa C  IeJIbI0  BBISBJICHUS
FEeTEPO3UTOTHOTO  HOCUTENIBCTBA  pPaHEE  BBIABJICHHBIX  MYTallMii C  MOCIEIYIOLUM
WCIIOIB30BAHUEM PE3YJIHTATOB OOCIEAOBAHUS MPU MPOBEACHUH MPEHATATHHOM JUATHOCTUKH H
MPEUMILTAHTAIIMOHHON Tuarnoctuku [17].

YpoBenb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — D)
Kommenrapuii: [enemuueckuil puck nogmopHozo pooicoenusi pebenka ¢ BKC 6 cemve

cocmasgisiem 25%.

° Pexomenayercsi mpoBenenue oocnenoBanns Ha BKC nersim mo6oro Bo3pacTa U3 ceMe,
MMEIOIUX TAIMEeHTOB C JaHHBIM 3a0oJieBaHWEM (B TMEPBYIO OuYepedb, OpaThsi U CECTPHI
nanueHTa) ¢ 1esbio uckmodenus BKC [17].

YpoBeHb yOequTeIbHOCTH 10Ka3aTeJbCcTB — C, ypOBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- O.

] PexoMeHnayercsi ¢ 1enbl0  NPO(UIAKTUKM  PA3BUTHS  META0OIMYECKHX KpPU30B
nHpopMupoBaHUe poauTenel (UM 3aKOHHBIX MpenacTaBuTeneil) namuenta ¢ BKC o xapakrepe
3a00J1€BaHUs, MPOBOLMPYIOMUX (aKTOpax U MPEIBECTHUKAX KpU3a, BO3MOXHBIX €ro
nocieacTBusx [17].

YpoBensb yoenurteapnocTn pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB — 5)
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o Pexomenayercs namuentam ¢ bBKC mpoBoauth mporiIaKTHYECKYI0 BaKIIMHALMIO T10
HAIIMOHAJILHOMY KaJICHJIapI0 IPUBHUBOK, BKITIOYAs BAKIIMHAITUIO MTPOTHB TPHIINA U POTABUPYCa, C
COOJIFOJICHHEM Mep TPEIOCTOPONKHOCTH, B TOM 4HCIE, Ha (OHE CTPOrOro BBIMOTHCHHUS
JTMETUYECKUX U JICYeOHBIX HA3HAYCHHH C I1eIbI0 (DOPMUPOBAHHS HMMYHHOH 3aIlIUTHI OpraHU3Ma
OT MH(DEKIHIA U PEIOTBPAICHHS Pa3BUTHsI MeTabonuecknx kpu3os [30].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — D)
KomMmenTapuu: saxyunayuio yenecoobpasHo npogooums CReyuarucmamu, UMerowumu onsvim
pabomsl ¢ nayueHmamu ¢ MemadoIUyecKuMu OONesHAMU, UIU NOO UX KOHmMpoiem. B
NOCMBAKYUHATILHOM nepuooe ciedyem NpucmaibHo HAOI00ams 3a NPUSUMBIMU C NOBMOPHBIM
usMepeHuem memnepamypovl meid, Ymo HeoOXOOUMO Ol He3AMeONUMENbHO20 HA3HAYeHUs
Jrcapononudicaowell mepanuu npu ouasHocmuposanuu auxopaoxku >38,0°C, (napayemamon**

unu, uoynpoghen**).

5.2 JlucnancepHoe HAQJIIOIeHN e

e Pexomenayercsi mpoBeAcHHE OOmero (KIMHUYECKOTO) aHalu3a KPOBH PAa3BEPHYTOTO
(reMOr;00MH, KOJIMYECTBO SPUTPOLMTOB, LIBETOBOM IOKa3aTesdb, KOJIMYECTBO JICHKOIIUTOB,
TPOMOOIIUTOB, JICUKOLUTApHAS (opMyJia U CKOPOCTh OCEHAHUS IPUTPOIUTOB) MAIMEHTAM C
BKC s oleHKH OCHOBHBIX MapaMeTpOB KPOBETBOPEHMSI M HaJIM4YMs BOCHAIUTENbHBIX
nporieccos [3, 24].

YpoBeHb y0enuTeJIbHOCTH A0Ka3aTeNbCTB — C, yPOBEHb 10CTOBEPHOCTH /I0KA3aTeIbCTB- 5.

Kommentapuu: Kpamnocms npogedenus amaniu3os oOnpeoensiemcs cOCmosHueM pedeHKa.
Ob6biyno oannvle uccaedosanus nayuenmam ¢ BKC nposoosmcsa ¢ wacmomoti: kaxcovie 6
Mecayes nayueHmam 00 6 jem, Kadxcovle 6-12 mecayes nayuenmam cmapuwe 6 nem. Ho 6
nepuoo UHGEeKYUoHHbIX 3a001e8aHUl, NPU Y2po3e MemabdoIuyecKko2o Kpusa — He pexce 1 paza 6

7-10 ouerl.

e Pexomenayeresi mpoBesieHUe o0IIero (KIMHUYECKOT0) aHanu3a Moyl namuentam ¢ bBKC mis
OLICHKH COCTOSTHHSI MOYEBBIBOISAIIMX MyTeH U mouek [24, 31].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJIbCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB- O.

Kommentapuu: Kpamunocme npogsedenus aumaniu3os8 onpeoeisiemcs COCMOsHUeM pebeHKd.
Ob6viuno oannvie ucciedosanus nayuenmam ¢ BKC nposodsamcsa ¢ uacmomoii: Kajicovie 6
Mecayes nayuenmam 00 6 nem, xaxcovie 6-12 mecayes nayuenmam cmapuie 6 nrem. Ho 6

nepuoo UH@EeKYUOHHbIX 3a0011e6aHUll, NPU YepO3e MeMaboIuyecko2o Kpusa — He pexce I pasza 6

7-10 ouel.
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e Pexomenayercsi mpoBeieHHEe OHMOXMMHUYECKOTO aHajin3a KpPOBU OOIETEparieBTUYECKOTO
(rmroxo3a, oOmmi Oenok, OenKoBble (Qpakiuy (MCCIeOBaHUE YPOBHS albOyMHHA B KPOBH,
orpezeneHne amb0yMUH/TIIOOYTIMHOBOTO COOTHOIICHHS B KPOBH), OOIIMN, CBSI3aHHBIM U
CBOOOJHBIN OMIMPYOMH  XOJECTEPUH, TPUTIHLEPUIBI, JIUTOMPOTEHII HU3KOH M BBICOKOM
IUIOTHOCTU (MCCIEIOBAaHKE YPOBHSI JIMIIOMPOTEMHOB B KPOBM), mIeno4Has ¢ocdaraza, ramma-
[JIyTaMIIITPAHCIIENTHa3a, KpPEaTWHWUH, MOYEBMHA, aJaHWHaAMHHOTpaHchepaza (AJIT),
acnaptaramuHoTpancdepaza (ACT), kanpuii OO M MOHU3WPOBAHHBIM, HATPHH, KA,
Heopranuueckuii docdop, xenezo u ¢eppurnr, C-Pb) mamuentam ¢ BKC mis onenku
(GYHKIIMOHATBHOTO COCTOSIHUS BHYTPEHHUX OPraHOB, HATMYMS MH(PEKIIMOHHBIX OCIOXHEHUNA U
HYTPUTHBHOTO CTaTyca nanueHra [24, 32].

YpoBeHb y0eauTeJIbHOCTH A0Ka3aTeNbCTB — C, yPOBEHb 10CTOBEPHOCTH /I0KA3aTeIbCTB- O.

Kommentapuu: Kpamnocms npogedenus amaniu3os oOnpeoensiemcs coCmoAHUueM pedeHKa.
Ob6biyno dannvle uccaedosanus nayuenmam ¢ BKC nposoosmca ¢ wacmomoii. kaxcovie 6
Mecayes nayueHmam 00 6 jgem, Kadxcovle 6-12 mecayes nayuenmam cmapwe 6 nem. Ho &
nepuoo UHGEKYUOHHbIX 3a001e8aHUl, NPU Y2po3e MemabdoIuyecKko2o Kpusa — He pexce 1 paza 6
7-10 onei.

. PexoMenayercst BceM nanueHTaM ¢ ycTaHoOBIeHHbIM auarHo3om BKC wuccrnenoBanme

KHUCJIIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B KPOBU (MCCIIEIOBAHUE YPOBHS BOJOPOIHBIX HOHOB

(pH) xpoBu, uccnenoBanue ypoBHSI OyQepHBIX BEIIECTB B KPOBH), YPOBHS TIJIIOKO3bl B KPOBH,

YPOBHSI HaTpusi B KPOBH, MOJOYHOW KHCIOTHI (JIaKTaTta) B KPOBH, KETOHOBBIX TEI B MOUE

HKCIPECC-METOJIOM C IENbI0 TUArHOCTUKHA METa0OJMYECKUX HApYIICHHH WX KOPPEKIUU H

OTIpeJIeNICHUs TAKTUKH JaibHelIero Beaenus [3,6,8].

YpoBeHb yoenurteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeNbCTB — 4)

Kommenrapuii: Kpamuocms nposedenus ananuzos onpeoensemcs coOCmosHueM nayueHma (8

cpeonemM — edceMecAuHo), HO 8 Nepuod UHQDEKYUOHHBIX 3abonesaHull, npu yepose

Memabonu4ecko20 Kpusa — edceOHesHo 00 cmaduiusayuu nokazamenei

o PexomenyeTcsi peryisipHbIii KOHTPOJIb YPOBHS aMHHOKHCIOT W MX METaOOJHMTOB B
kpoBu (KomriekcHoe ompe/eseHue KOHIICHTPAIlMM Ha aMHHOKHUCIOTHI M allWJIKAPHUTHHBI B
KkpoBH, KoMIuiekCHOE ormpeneseHie KOHICHTPAlUH Ha aMHHOKHCIIOTHl M AlWIKAPHUTHHBI B
KPOBHM METOJ/IOM TaHJEMHON Macc-CIICKTPOMETPHH) C IeJIbI0 Koppekuuu tepanuu [3,6,8,9].

YpoBensb yoenurteabHocTn pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB — 4)
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Kommentapuu: Kpamunocme nposedenusi ananuzog onpeoensemcsi cOCmosHuem pebeHka (8
cpeowem — 1 pasz 6 3 mec), HO 6 nepuod UHDEKYUOHHBIX 3a00Ne6aHUll, NpU yepose
Memabonuueckoeo Kpusa — e pexce 1 paza 6 7-10 OHeii.

Yposnu amunokuciom oondicuvl Oblmv npubAUdCEHBI K pephepeHcHbiM 803DACMHbIM
sHayenusm. Cooepycanue JneuyuHa, U30NEUYUHA U BANUHA 6 KPOBU PEKOMEHOYemcs
NO00ePHCUBAMb HA YPOBHE, ClecKd NPesbluuaujem HopmaibHbie napamempol. OnmumaibHbim
cuumaemcs yposens aeuyuna 75-200 mxmonv/n (y demeti 00 5 nem) u 75-300 mxmons/n (v Oemeti
cmapwe 5 nem), npu vl6eOeHUuU pebeHKa u3 MemaboruyecKko20 Kpuza YKA3aHHLIL YPOBEHb
JIetUYUHA CYHCUM NOKA3AHUEM Ol HAYaANa 68e0eHUs HAmypanibHoz2o Oeaxa. OnmumanvHuli
yposens sanuna u uzoretuyura om 200 0o 400 mxmonw/n [15,24].

Ceo600mubiti  L-kapnumun 6  Kpogu  credyem — NOO0epiHCUBAMb  HA  YPOGHE,
coomeemcmayrouem eepxei eparuye Hopmwvi: 40-60 mxmonwv/n. Tenoenyusa x cuudcenuro pH
Kposu, Oeuyumy OCHOBAHULL, YMEHbUEHUE COOEPAHCAHUSL C80DOOHO20 KAPHUMUHA, 2TIOKO3bI,
Hapacmanue YpOGHs JNeUyuHd, U301eUYyuHd, 6AIUHA U COOMHOUIeHUS JNeUYUH/alaHur (unu
JIeUYUH/MUPO3UH), VEEIUYEeHUE MOYEBOU IKCKpeyuu Memadoaumos KemoKuciom Cayicam

npedeecmHuKaMu paseumus Kemoauuf)omuttecmeo Kpusa.

. Pexomenayercsi peryyspHbIi KOHTPOJb HKCKPELUUU KETOKHUCIOT C pa3BETBICHHOM

enbto ¢ Mouoit (KomriekcHoe onpeiesieHue CoaepiKaHis OpraHHuecKux KUcioT B moue) [6,8].
YpoBenb yoeauTeabHoOCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — D)

KommenTtapuu: Kpamunocme nposedenusi ananuzog onpedensemcsi cocmosiHuem pebenka (8

cpeonem — 1 paz 6 200)

Escecoono  nayuenmuvl  OondicHbl  npoxooums  yenybieHHoe —o0cliedosaHue 8  YCI0BUSX
cmayuoHapa  (OnumenvHocmy — cocnumanusayuu He Mmenwee 10 cymok), 20e makdice

ocywecmeiAroncA HeobxoouMmble pea6wmmal4u0HHble MEPONPUAMUAL.

. PexoMenayercsi nposeneHue sekrposHuedanorpapun (391°) namuentam ¢ BKC mpu
HAJIMYUU HEBPOJIOTUYECKON CHMITOMATUKH JUTS BBISBICHHS SMUJICITUYCCKON aKTUBHOCTH [23,
33].

YpoBeHb yoenurteabHocTH pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTapuu: 6 mom yucne 991" ¢ eudeomonumopuneom. I[lpu omcymemeuu npucmynos-re

peaice 1 pasa e 200, npu Haaiuduu snurenmudecKux npucmynoe- no NOKA3aHUusiM.
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. PexoMenayercsi 1npoBeleHUE yibTpa3BykoBoro wuccienoBanus (Y3U) opraHoB
OpromrHo# mosocty naueHTam ¢ BKC st BoisiBiieHHs natonoruu nedeHu [32].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrapuu: Kpamnocms npu omcymemeuu usmenenuti-ne pedxce 1 paza 6 200, npu naauduu

namoJyiocuu neYeHu- no NOKA3AHUAM.

. Pexomennayercsi mpoBeneHue o¢ranbmockonuu mnamueHTaM ¢ BKC ¢ menbro
CBOEBPEMEHHOI'0 OOHapyKeHHs 0(TaTbMOJIOTHYecKol marosoruu [15].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — D)

KommenTapuu: Kpamuocmos npu omcymcemeuu uzmeneHuti-ne pexce 1 paza 6 200, npu Haiuyuu

namoJiocuu — no NOKA3AaAHUAM.

° Pexomenayercs manuentam ¢ BKC mpoBeneHue KoppeKuu Je4eOHOro MUTAHUS U
CUMITTOMATUYECKOUN Teparuu C 1EIbI0 UCKIIOYSHHUS OETKOBO-IHEPTETUYECKON HETOCTATOYHOCTH
[24].

YpoBeHb yoenurteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB — 5)

Kommentapuu: Koppekyuro ouemomepanuu npogoosim 8paiu-2eHemuKu uid 8pavu-ouemonocu
¢ wacmomoii 1 p/mec na 1 200y scusnu, oanee 1 p/3 mec u no noxazanusm 0o 3 nem,; 1 p 6 mec
nocne 3 1em

Koumponv gaxmuueckoco numanus (Xumuueckozo cocmaea payuona) OJisi NpeoynpeicoOeHus
pazeumusi 0eUYUMHBIX COCMOAHUL NPOBOOAm ) Oemeli 8 PeaHUMAYUOHHOM nepuooe —
edceOHesHo, y Oemell nepeoco 200a JHcusHu — He pedice 1 paza 6 7-10 Owuetl, y nayuenmos
cmapuwe 1 2cooa— 1 pa3z 6 1-3 mecaya.

CHudicenue ypoeusi cemoenobuna, oicene3a, o0dwe2o Oeaxa, amwOyMuHa U AMUHOKUCIOM

YKa3vleaem Ha HeOOCMAamouYHOCHb HYMPUMUBHOU NOOOEPHCKU.

) PexoMenayrorest s HaONIONEHHS TMAIMEHTOB C YCTaHOBJEHHBIM uarHo3oM BKC
IPUMEHATh MyJIbTUIUCUUIUIMHAPHBIA MOAX0/ B BUAY TOTO, YTO 3a00J€BaHUS XapaKTEPU3YIOTCs
MOpa)XKEHUEM MHOTHX OpraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOW Tepamnuu, 4YTO JAUKTYET

HEOOXOIUMOCTH COBMECTHOTO BEJCHHMS MAI[MEHTa CIICIIHATUCTaMH pa3HbIX mpoduieii [17].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Kommentapuu: nokasanvt nepsuunvle u noemopHvie KOHCYIbMAYUU 6paia-2eHemuKd, epaia-

ogmanvmonoea, 6pava-He8poso2a, - 8pAYA-2ACMPOIHMEPON02d, Bpaya-ouemono2d, 8payd-
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9HOOKPUHON02A, 8PAYA-KAPOUON02d, 8PAYA-0EMCKO20 Kapouoiozd, epadda-wegporoea, 6paia-
neouampa, epava-mepanesma/ epay odwell Npakmuku (cemetunvili 8pay), spava-ncuxuampa,
MEOUYUHCKO20 NCUX0N02d. a makdxice epayeu opyeux cneyuarvhocmei nayuenmam c¢ BKC,

UMerwuUM HapyueHus QYHKYUli cCoomeemcmeayiouux opeaos u cucmem

° Pexomenayercss oOyueHue poauTeneil mpaBuiaM  OpraHu3allUd  Tepanuu B
MEXIPUCTYIIHBIN Mepruoa U B MEpUoA yrpo3bl merabonudeckoro kpusza mnamueHtoB ¢ BKC ¢
LEJTBIO MPEIOTBPAIICHHS PA3BUTHUS TOBTOPHBIX MeTabOIMYECKUX Kpru30B [17].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH JA0KA3aTeIbCTB — 5)
Kommentapuu: VYV pooumeneii pebenka 6cez0a 001dcHa Obimb NAMAMKA € YKA3AHUEM
HEeOMIIONACHLLX MEPONPUAMULL 8 NePUOO HaYUuHauje2ocs memadonuueckoeo kpuza (Ilpunoscenue

B).

6. Opranuszanus oKkazaHusi MeIMIUHCKOMH MOMOIIHU

6.1 Iloka3auusi AJA TOCHIUTAJIU3AINNN B MEINIMHCKYVIO OpraHu3anmuio

Toxkazanus 018 naaHOB0U 20CRUMATUZAUUY 8 MEOUYUHCKYIO OP2AHUZAYUIO.

1. mpoBeleHUE TUArHOCTUKHU U JICUCHUS, TPEOYIOUIHE MPOAOJDKUTEIBHOTO (THEBHOE HITH
KPYTJIOCYTOYHOE MPeObIBaHUE) MEAUIIMHCKOTO HAOIIOIEHUS! 1 MOHUTOPUHTA KIIMHUKO-
71a00paTOPHBIX MOKA3aTeIICeH;

2. HEOOXOIMMOCTH TIPOBEICHHS pa3IMYHBIX BHUIOB JKCIEPTH3 WM OOCIICJIOBaHUS B
MEIUIIMHCKONH OpraHM3alliy TMPH HEBO3MOXKHOCTU IPOBEICHUS HMX B aMOYJIaTOPHBIX
YCIIOBUSX (B TOM qrclie odopmiieHne 3aKIJIFOYCHUS benepanbHOTO
KOHCUJIMyMa/BpaueOHO KOMUCCHN).

Ilokazanusa 0na IKCMPEHHOU 20CRUMATIUZAYUU 8 MEOUUUHCKYIO OP2AHU3AUUIO:

1. octpble yrposkarommue JUis JKU3HU W Pa3BUTHS OCIOKHEHHHA COCTOSHHS, B TOM YHCIC
MeTaboIMUeCKuid Kpu3, TPeOYIOIINE HEOTIOKHOTO JICYCHHSI, B TOM YHCIIE HHTCHCUBHON
TEpanuy, a TaKkkKe KPYIJIOCYyTOYHOTO MEAUIIMHCKOTO HaONIOACHUN W TPOBEICHUS

CIICIMaJIbHBIX BUI0B O6CJ'ICI[0B3.HI/I}I 1 JICUCHUA.

6.2 Iloka3zanus K BLINHCKE NAIMEHTA U3 MeINIMHCKOW OPraHu3anuu

1. oTcyTcTBHE yrpo3bl IS )KU3HU MAIUEHTA U YTPO3bI PA3BUTHUS OCTIOKHEHHH, TPEOYIOMNX
HEOTJIOKHOTO JICUCHHUSI PU 3aBEPILICHHUE TUArHOCTHUECKUX MEPOTIPUSTHI.

2. cTaOWiM3anus COCTOSIHMSI W OCHOBHBIX — KJIMHHKO-JTAOOPAaTOPHBIX  IOKa3aTelel
MaTOJIOTUYECKOTO  MPOIIECcCa, OTCYTCTBUE HEOOXOJUMOCTH B  MPOAOHKUTEIHLHOM

MEIUIIMHCKOM HAOII0IeHNU (JTHEBHOE WIIH KPYTJIOCYTOUHOE TPEObIBAHNUE);
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3. BBINIOJHEH TUTaH OOCTCNOBAaHUS W JICUCHHUS TMAllMEHTa, JaHbl PEKOMEHIAIHUH I10
JanbHeleMy HaOI0ICHUIO U JIEYCHHUIO,

4. He0OXOUMOCTh TIEpeBOJa MMAIMEHTAa B JPYroe MEIUIIMHCKOE YUpPEeXKICHUE WU
YUpEXKIECHUE COI[HAIIBHOTO 00ECTIeUeHus.

Ilocne evinucku u3 cmayuonapa nayueHm O00IdNCEH HAXOOUMbCA HA dmane amobyIamopHo-

NOMUKTUHUYECKO20 HAONI0OeHUuss y  epaua-neouampa, 6pava-Hespoio2d, 6paid-2eHemuKd,

nayueHmsl ¢ CUMNIMOMAMUYECKOU dNULencuell Hyxcoaromes 6 HAbao0eHUuUu 8paia-Heeponoaa,

umerowe2o onvlm 6edeHuss nayuenmos c snunencueti. Koncyremayuu opyeux cneyuanucmos

HA3HAYAOmMCcsA no NOKA3AHUAM.

IIpyuHOMNBI OPraHu3anuu MeIMIUHCKOI momouu nauuesram ¢ BKC

Ilocmanoska oOuacnoza BKC cmasum mHO20 60npocos neped poOCmEeHHUKAMU
nayueHma u neped CReyuarucmam, pabomarwumu ¢ maxumu nayuenmamu. Muocouucnennvie
npobiemvl, 803HUKAIOWUE NPU OOHAPYHCEHUU U PA3BUMUY 3a001e8aHUsl, OISl peuleHUs KOMOopbiX
mpebyemcsi 2pamomHasl OP2AHU3AYUSL NPOYECCAd NOMOUWU NPU YYACTIUU MYTbMUOUCYUNTUHAPHOU
KOMAaHObl CReYUATUCIO8 U COONI0OEHUE OCHOBHBIX NPUHYUNOG U NOOX0008 K ee OKA3AHUIO.

Jlannvie npunyunvl 00HCHBL COONOOAMBC HA JHOOOM 3Mane OKA3AHUSL MEOUYUHCKOLL
NOMOWU, KAK 6 MOMEHm MNOCMAHOBKU OUAZHO3d, MAaxK U Ha J10boMm 3mane HAOI0OeHUs
nayuenma.

1) Iayuenm u e2o npedcmasumenu OOJNHCHBL NOIYYAMb NOIHYIO UHGOPMAYUIO 0 3a601e6anul,
€20 meueHuu, namozenesze, NPOSHO3AX, OCIOHCHEHUAX U MEMOOax 603MONACHOU MEPANUU.

2) Huaenoz BKC noopaszymesaem 603MOAICHOCHb OKA3AHUSL NEPEUYHOU, CHEYUATUSUPOBAHHOU U
NALIUAMUBHOU NOMOWU HA BCEX IMANAX 3a001€8aHUSL.

3) Ilpu nocmanoske ouacnoza BKC, cemvsi Oomdicna 6Gvimb nanpasiena K CHeyuaiucmy,
umerowemy oneim padbomvl ¢ nayuenmamu ¢ bBKC, ob6nradarowezo cospemenHol
ungopmayueii. 0 meueHuu 3a001€6aHUL U BOZMONCHOCMU YUACMUA 6 KIUHUYECKUX
UCNBIMAHUAX (HOBLIX JIEKAPCMBEHHBIX NPenapamos u/uiu mexuuveckux ycmpoticms). Takoce
BAJICHLIM ~ SGNAEMCS.  UHDOpMUpOBaHUe ceMell O  CYWecmeylouux  00ujecmeenHblx
opeanu3ayusx, pabomarowux ¢ 3motl 2pynno nayueHmos.

4) K mnabniooenuro 3a nayuenmom ¢ BKC oongicna 6vims npusieuerna myibmuouCyuniuHapHas
KOMAHOA Cneyuaiucmos 8 cocmase. neouamp/mepanesm, 6pau-2eHemux, 6pau-ouemoJoe,
8PAY-HEBPONI0Z, MEOUYUHCKULL NCUXON02, BPAY-IHOOKPUHONOZ, 6PAY-NCUXUAMD, 8pPaY-
Kapouonoe, 8pay-gusuomepanesm, epad-2acmposnmeponoe. [pyaue cneyuanucmsl 00aAHCHb

npueniekamuvcs no mepe 603HUKHOBEHUA cneuuqbuqecmtx I’lpO6Jl€M.
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Bpau-cenemux ocywecmensiem ocnosnoe nabnooenue 3a nayuenmamu ¢ bKC. B kpye
00s13aHHOCIE  8pAYA-CeHEMUKA  6X00um  00Cled08anue U  NOCMAHOBKA — OUAeHO3d,
ungopmuposanue cemvu 0 3a001€8aHUU, COCMABIEHUEe NIAHA MHO2ONPOPUILHO20 HAOIIO0EHUs,
ocywecmensams — HabnoOeHue 3 NAYUEHMOM,  OYEHUBAMb  OUHAMUKY U  CHeneHb
npocpeccuposanus 3a001e8aHUsl NpU pecyiapHblX OCMOMPAx, HA3HA4aem noo0epHCUBATOUYVIO
mepanuto. [Ipu nacmynienuu gpepmunvrozo 6o3pacma y nayuenmos ¢ bBKC cocmaenenue niana
npeozpasuoapHoll.  noo2omosku 0as  npoguiakmuxu mamepurckoti BKC, mecmuposanue
napmuepa Ha cemepo3ucomuoe Hocumenbcmeo. Ilpu cocmasienuu niana MHOZONPOPUILHOZO
HaO00eHUs, 8pay-ceHemMUK Onpeoeisiem KpamHoCMb HAOMOO0eHUs Yy Opyeux CHeyuanucmos
MHO2ONPOPUILHOU KOMAHObL, COOMBEMCMBEEHHO mMeKywemy cocmosnuto nayuenma. Ilpu
KAX®COOM OCMOMpPe 8PAU-2EHEMUK OCYWeCMEIIsien NEPEeOYEHKY MeKyue20 COCMOosHUsL NayueHma
U 8 COOMEEMCMBUU C IMUM BHOCUM KOPPEKMUPOBKU 8 NIAH MHO2ONPOPUIbHO20 HAbM0OeHus. B
CBOUX PEKOMEHOAYUSIX 6pAY-2eHeMUK YKA3bledaen HeobXooumbvle NAYUeHmy J1eKApCmEeHHble
npenapamovl, Ouemomepanuro u Op. 6 COOMBEMCMEUU C BbISAGIEHHbIMU NOMPEOHOCMAMU

navyuenma

7. lonostHuTEAbHAS HH(pOPMAanKs (B TOM YHucJie (PAKTOPHI, BJAUSIIOIIHNE HA
HUCXO0/] 3200/1eBAHUA UJIH COCTOSTHMSA)

HpOI‘H03 COCTOSIHHUA U YPOBHA TIICUXHMYCCKOTO PAa3BUTHUA MNAOUCHTOB 3aBUCUT OT q)OpMLI
3a005IeBaHuUsl M CBSA3aHHOM C HEM TSKECTH SH3UMHOTO JeeKTa; CPOKOB Hayalla U aJIeKBaTHOCTH
CIICHUAJIM3UPOBAHHOI'O JICUCHUSA 3(1)(1)CKTI/IBHOCTI/I HHTEHCHUBHOU TCpaIIMu KCTOAUUIOTHUYCCKUX
KpU30B, BEAYIIMX K OTEKy TOJIOBHOro Mmo3ra u riyookomy mopaxenuto I[[HC. Ilpornos
3a00JI€BaHUsl OTHOCHTEIBHO OJIArONPUATHBIA JUIi JKU3HU TMIpU paHHEW JUArHOCTUKE U

TINATCJIIPHOM MeTa00INYECKOM KOHTPOJIE.
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Kpurepuu oneHkn kauecTBa MeJUIIUHCKON IOMOLIHU

Kpurepun oneHkn kayecTBa NepBHYHON MeIHKO-CAHUTAPHON MOMOLIH

Nen/m | Kputepuu olieHKH KadecTBa OrneHka
BBINIOJIHEHUS

1. BpINoIHEHO KOMITJIEKCHOE ONPEIEICHUE KOHLIEHTPAIUU HA Jla/Her
aMMHOKHCIIOTHI M allUJIKAPHUTHHBI B KPOBH METOJIOM TaHAEMHOMN
MacC-CIIEKTPOMETPUH (IIpU YCTaHOBJIIEHUH MarHo3a)

2. BpINoIHEHO KOMIUIEKCHOE ONIPENEIICHUE COepKAHUS Ha/Her
OpPraHUYECKUX KUCIOT B MOue (TP YCTAHOBJIEHUH JUArHO3a)

3. BrimonHeHo MONEKyIsIpHO-TeHETHYECKOe uccieaoBanue mytauuii B | Ja/Her
renax (BCKDHA, BCKDHB, DBT u DLD) (ripu ycranoBieHun
JIMarHo3a nalueHTaM ¢ OMOXUMHUYECKUMHU ITPU3HAKaMU OOJIe3HU
«KJICHOBOTO CHPOIIa»)

4. Boinonnen npueM (0cMOTp, KOHCYJIbTalMs1) Bpaya-TeHETUKA Ha/Het
NepBUYHBIH (IIpU YCTAaHOBJIEHUHU JAUArHO3a)

o. BrinosiHeHO Ha3HAUYEHUE CIIEHHAIIM3UPOBAHHOTO MTPOAYKTa Ha/Het

JIeueOHOTO MUTAHUS, JIMIICHHOTO JICHIIMHA, H30JICHIIMHA 1 BaJIMHA

Kpurtepun oneHkn kayecTBa ClenMaJM3MPOBAHHON MeAMIMHCKOH IOMOIIH

Nen/m | Kpurepun onieHkH KadecTBa Onenka
BBIIIOJIHEHUS
1. BrinosiHEHO KOMITJIEKCHOE OPEIeSICHHE KOHLIEHTPAIUK Ha Ha/Her
AMHHOKHCIIOTHI M alIUJIKAPHUTUHBI B KPOBH METO/IOM TaHJEMHOU
Macc-CIIEKTPOMETPUH (IIpU YCTAHOBJIEHUHU JUAarHo3a)
2. BrinosiHeHO Ha3HAYEHUE CIIEHHAIIM3UPOBAHHOTO MTPOAYKTa Ha/Her

J1Ie4eOHOTO NUTaHUA, JUIICHHOI'O HeﬁHHHa, W30JICHITMHA U BaJIMHA
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®OI'AY "HanuoHanbHBIN MEAUITUHCKUA HCCIICOBATEIbCKUIN IIEHTP 3I0pOBbs AeTel’ MuH3apaBa

Poccun

ABTOpBI TOATBEPKIAIOT OTCYTCTBHE (PMHAHCOBOW MOIEPKKN/KOH(INKTA HHTEPECOB, KOTOPBIHA
HEO0OX0AMMO 0OHAPOIOBATh.
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Ipuioxkenue A2. MetonoJiorusi paspadoTKu KIMHUYECKUX PeKOMEeHAAMi

IIe.neBaﬂ AYIUTOPHUSA JAHHBIX KIIMHHYE€CKHUX peKDMeH}]aHHﬁ:

Bpauu-TeuaTphl;
BpavM OOIICH MPaKTHKK (CEMEHHBIC BpayH);
Bpauu-TeHETUKU,

BpayM-IUETOJIOTH;

Bpaun-HEBPOJIOTH;

MEIUIMHCKHIE ICUXO0JIOTH;

IePEeKTOIOTH

CTYIEHTHI MeAUIUHCKUX BY30B, opauHATOPHI, aCIIUPAHTHI.

Tabnuna 1.11Ikana onieHKH ypoBHEH nocTOBepHOCTH J0KazaTenbcTB (Y 1) mist meTonoB

JIMarHOCTUKY (AMAarHOCTUYECKUX BMEIIATEIbCTB)

YA Pacmmdposka

1 Cucremarnueckue 0030pbI UCCIIEIOBAHUI C KOHTPOJIEM pPEePEpEeHCHBIM METOJIOM WIIH
CUCTEeMaTU4YEeCKUN 0030p paHIOMH3UPOBAHHBIX KIMHUYECKHX HCCICJOBAHUNA C
MPUMEHEHHEM MeTa-aHaIn3a

2 OTtaenbHBIC HCCIICAOBAHUSA C KOHTPOJEM pe(epeHCHBIM METOJO0M WM OTICIIbHBIS
PaHJIOMU3HUPOBAHHBIE KIIMHUYECKUE HCCICJOBAHUS M CHCTEMAaTHYECKHe 0030pbI
WCCIIEIOBaHMIA JTFOO0TO JM3aifHa, 3a UCKIFOYEHUEM PaHIOMU3UPOBAHHBIX KIMHHYECKHX
WCCIICIOBAHMM, C IPUMEHEHHUEM MeTa-aHaIn3a

3 HccnenoBanust 0e3 TOCIIENOBATENFHOTO KOHTPOJIS pe(EepeHCHBIM METOJIOM WM
UCCIICIOBAaHUSI C PEPEPEHCHBIM METOJIOM, HE SIBJSIONIMMCS HE3aBUCHUMBIM  OT
MCCIIEIyeMOT0 METOJIa MM HEPaHIOMH3UPOBAHHBIC CPAaBHUTEILHBIC MCCICIOBAHUS, B
TOM YHCJIe KOTOPTHBIC HUCCIIETOBAHUS

4 HecpaBHuTenbHbIE UCCIIETOBAHMS, OMUCAHIE KIMHUYECKOTO CITydast

5 Nmeercs b 000CHOBaHHE MEXaHU3Ma JICHCTBUS WM MHEHHE YKCIIEPTOB

Ta6nuna 2.111kana oneHku ypoBHEH 10CTOBEpHOCTH qokaszarenbeTB (Y 1J1)ans meTonos

Mpo(UIAKTUKHY, JI€UEHUS U peaduanuTanuu (MpoPuIakTHYeCKHX, JIeYeOHbIX, peaOuINTallMOHHBIX

BMEILIATENIbCTB)
Y1 PacmmdpoBka
1 | Cucremarnueckuii 0630p PKU ¢ npumeHeHnem mera-aHaian3a

2 | Ormenpabie PKU wm cucrematmueckue 0030pBI WCCIICOBAHMN JTFOOOTO JM3aifHa, 3a
uckmoyenuem PKU, ¢ npuMeHenneM mMera-aHanusa

3 | HepangoMu3upoBaHHBIC CPAaBHUTEIIbHBIC UCCIEIOBAHMSI, B T.4. KOTOPTHBIE HCCIEAOBAHUS

4 | HecpaBHHTEIbHBIC HMCCIICIOBAHNS, ONMCAHUE KIMHUYECKOTO Cydas WIM CEpUHU CIIydacs,
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MCCJICJIOBAHHUS «CIIy4aii-KOHTPOJIb)

5 HNmeercss auis 0OOCHOBAaHME MeEXaHHM3Ma I[eﬁCTBHH BMCIIATCJIIBCTBA (,Z[OKJ'II/IHI/ILIGCKI/IG
I/ICCJ'IC,Z[OBaHI/ISI) HJIM MHCHHEC OKCIICPTOB

Ta6nuna 3.111kana oueHku ypoBHel yoenutensHOCTH pekoMeH nauuid(YYP) nius meronos
NpoUIaKTUKKU,  AMATHOCTUKM,  JieyeHUs M peabumurtauuu  (IpoUIaKTUYECKHUX,

JUAarHOCTH4YCCKHUX, J'Ie‘le6HLIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMeH.IaTeJ'ILCTB)

YVYP PacmmdpoBka

A CunbHas pexkoMmeHJauus (Bce paccMaTpuBaeMble KpuTepud 3(hdekTuBHOCTH
(ucxonpl) SABISAIOTCA BAXXHBIMM, BCE HCCIEIOBaHUS MMEIOT BBICOKOE HIIHU
YAOBJIETBOPUTEIILHOE  METOJOJIOTMYECKOE  KauecTBO, HX  BBIBOABI IO
MHTEPECYIOIIMM UCX0JIaM SBJISIIOTCS COTJIaCOBAaHHBIMM)

B YcnoBHas pekoMeHanus (He Bce paccMaTpuBaeMble KpuTepuu 3((ekTuBHOCTH
(Mcxompl) SIBISIIOTCS Ba)KHBIMH, HE BCE HCCIEJIOBAaHUS HMMEIOT BBICOKOE HIIH
YIIOBJICTBOPUTEIBHOE METOJOJIOTUYECKOE KAadeCTBO W/WIIM WX BBIBOABI IO
MHTEPECYIOIIMM MCX0JIaM He SIBJISIOTCSL COTJIACOBAHHBIMU )

C Cnabas pexkoMeHaaIus (OTCYTCTBHE JOKA3aTeNbCTB HAJUISKAIETO KadecTBa (Bce
paccMaTpuBaeMbie KpUTEPHH 3(PGEKTUBHOCTH (MCXOJbI) SBJSIOTCS HEBAXKHBIMU,
BCC€ UCCIICAOBAHU MMCHOT HU3KOC MCETOHOJOTHUYCCKOC KAYECTBO U MUX BBIBOJBI 110
I/IHTCpeCYI-OHII/IM HUCXO0JIaM HC ABJIISIFOTCS COFJ'IaCOBaHHI)IMI/I)

[Nopsimox 0OGHOBICHNS KIMHUYECKHX PEKOMEH AN,
MexaHn3M OOHOBJIEHUS KIMHUYECKUX PEKOMEHAIUi MpeyCMaTpUBAET UX CUCTEMATHYECKYIO
aKTyaJIM3alHI0 — HE PEXKE YEM OIMH pa3 B TPU I'0J1a, & TAKXKe IIPU MOSABICHUN HOBBIX JAHHBIX C
MO3UIMU J0KA3aTeIbHON MEIUIIMHBI 10 BOIIPOCAM JUarHOCTUKH, JICUEHUS, TPO(UIAKTUKY U
peadmIMTanyu KOHKPETHBIX 3a00I€BaHN, HATMYMU 000CHOBAHHBIX JONOJHEHUN/3aMeUaHui K

panee yrtBepxka€HHBIM KP, HO He yaie 1 pa3za B 6 MecsieB.
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Ipuinoxenue A3. CipaBo4yHbIe MATEPHUAJIbI, BKJIKYAsA COOTBETCTBHE
NMOKA3aHUM K IPUMEHEHHUI0 U NMPOTUBONOKA3AHUI, CII0CO00B IPUMEHECHUS U
J03 JIEKAPCTBEHHBbIX NMPENapaToB, HHCTPYKIHUHU 0 NPUMEHEHUIO
JIEKAPCTBEHHOI'0 Npenapara

1. [Tpuka3 MunzapaBa Poccum ot 21 ampens 2022 roma Ne 274 «OO0 yTBEpKICHUU
[Topsinka oka3aHusi MEIUIMHCKOM TIOMOINM MallMeHTaM C BPOXACHHBIMU U (WJIH)
HACJIEICTBEHHBIMHU 3a00JIEBaHUSIMUI

2. [Ipuka3 MuHHUCTEpCTBaA 3ApaBOOXPAaHEHUsI M COLMAIBHOro pa3Butus PP ot 16 anpens
2012 r. N 366H «O06 yTBepxkaeHun [lopsaka okazaHus IeAMATPUIECKON TTOMOIIIN»

3. [locranoBnenue llpaBurensctBa Poccuiickoit @enepanuu ot 9 anpens 2015 rona Ne333
«O06 yrBepxaeHun IlpaBun ¢dopMHUpoBaHUS TEpPEUYHS CIHENUATU3UPOBAHHBIX TPOIYKTOB
Je4eOHOTr0 MUTAHUS TS IeTeH-MHBAIUIOBY

4. HNudopmanus o JekapcTBEHHBIX cpeacTBax: https://grls.rosminzdrav.ru

5. MexayHaponHas kiaccupukanuss Ooyie3HeH, TpaBM M COCTOSHHMM, BIUSIONIMX Ha
3mopoBbe (MKB — 10);

6. IIpuka3 Munzapasa Poccun ot 2 mast 2023 r. N 2051 "O06 ytBepkaennn HomeHkmaTypbl
JOJDKHOCTEN METMIIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX PaOOTHUKOB"

7. @OenepanbHblil 3ak0H 0T 25.12.2018 Ne 489-03 «O BHeceHuU W3MEHEHHMH B cTaThio 40
®enepanbHoro 3akoHa «OO0 00s3aTeNbHOM MEAWIIMHCKOM CTpaxoBaHUM B Poccuiickoit
Oenepannn» u DeaepanbHblil 3akoH «O0 OCHOBAaX OXpaHbI 370pOBbs IpaxaaH B Poccuiickoit
®denepauuu» M0 BOIMPOCAM KIMHUUECKUX PEKOMEHAALMI.

11. [Tpukaz MunzapaBa Poccuu Ne 1031 ot 28.02.2019 r. «O0 yTBepkAeHUU MOPSAIKA U
CPOKOB pa3pabOTKM KIMHUYECKUX PEKOMEHJAIWi, WX T[epecMoTpa, THIIOBOW (HOpMBI
KIMHUYECKMX pEeKOMEeHJaluuid M TpeOOBaHMH K UX CTIPYKType, COCTaBy M Hay4yHOH
000CHOBAHHOCTH, BKJIIOUAEMOH B KIIMHUYECKUE PEKOMEHIANN HHPOPMALTUNY.

12. [Tpuka3 MunzapaBa Poccun ot 13.10.2017 N 8041 «OO0 yTBEepIECHUHU HOMEHKJIATYPbI
MEAMLMHCKUX yCIyT».

13. [Tpuka3z MuHuctepcTBa Tpyaa u coruanbHou 3amuThl PO ot 27 aBrycta 2019 r. N 5851
«O x1accupUKaMIX U KPUTEPHUSIX, UCHOIB3YEMBIX NMPH OCYIIECTBICHUU MEIMKO-COLUAIBHOM
9KCHEPTHU3bl TpakaaH (peaepabHbIMU TOCYAaPCTBEHHBIMU YUPEKICHUAMU MEANKO-COLUAIBHOM
JKCIIEPTU3BI»,

14. [Ipuka3s MuHHCTEpCTBA 3ApaBOOXPAHEHHMS W COLUMAIBHOTO pa3BuTHs Poccuiickon
®enepaunn ot 9 aBrycra 2005 r. Ne 494 «O nopsiike NpUMEHEHUs JIEKapCTBEHHBIX CPENCTB Y

OOJBHBIX I10 KU3HEHHBLIM IMOKA3aHUSIM
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15. Nudpopmanmonnoe mnucbMo MuH3npaBa Poccum 1O BO3MOXKHOCTH — 3aKyTIKH
JICKapPCTBCHHOI'O Iperapara 110 TOPTOBOMY HAaMMCHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. Pacniopsixenue IlpaBurenscrBa PO ot 11.12.2023 N 3551-p «O0 yTBepKaA€HUU NEPEUHS

CIICHUAIM3UPOBAHHBIX ITPOAYKTOB JIeueOHOrO MUTAHKS JJIA I[CTGﬁ'I/IHB&]'IPII[OB))

OcHOBHBIE HOPMATHBHO-NIPABOBbIE AKTHI, PEryJIHPYIOLIHE OKA3aHUE

NAJVIHATHBHON MeIMUMHCKOMN MOMOIIH

1. @OenepanbHblii 3ak0H «O BHeceHHWU HW3MeHeHUW B DenepanbHblii 3ak0oH «O0 OCHOBax
OXpaHbl 3710pOBbs rpakaad B Poccuiickoir denepanun» 1o BOIPOCaM OKa3aHMUs MAJUIMATUBHON
meaunnuackoi nomouu» ot 06.03.2019 Ne 18-D3.

2. [Ipuka3 Munsapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 372n «O6
YTBEPKACHUU MOJIOKEHUsI 00 OpraHu3alliy OKa3aHWs IMaUIMaTUBHON MEIUIMHCKON MOMOIIH,
BKJIIOUasi MOPSNOK B3aWMOACUCTBUS MEOULMHCKUX OpraHM3aluii, OpraHu3aluil COLUAJILHOIO
o0CITy’KMBaHUSI M OOILIECTBEHHBIX OOBEIUHEHUI, HHBIX HEKOMMEPUYECKHMX OpraHu3alui,
OCYILECTBIISIONIMX CBOIO AEATEIILHOCTh B cpepe 0OXpaHbl 3710pPOBbSI».

3. [Ipuxa3z Munzapasa Poccun Ne 348n ot 31 mas 2019 roga «O0 yTBep>KIEHUM MEpPEUHs
MEIULIUHCKUX W3JEIUH, NMpEeAHa3HAUYEHHBIX I MOJJAEPKAHUS OPraHOB M CUCTEM OpraHu3Ma
4eJI0BEKA, MPEAO0CTABISEMBIX /IS UCIIOIb30BAaHUS Ha TIOMY».

4, [Tpuka3 Munznpasa Poccuu Ne 5051 ot 10 uronst 2019 rona «O6 yrepxkaenuu [lopsaka
nepefaud  OT MEOULMHCKOM OpraHu3alid NalMeHTy (€ro 3aKOHHOMY IIPEJCTaBUTENIO)
MEIMIUHCKUX W3JeNuil, NMpelHa3HaueHHbIX Ul MOJAEpKaHUS (YHKLUUH OpPraHOB U CUCTEM
OpraHu3Ma 4eJIOBEKa, AJIs UCII0JIb30BAHMS HA IOMY IIPH OKa3aHUU NAJNIMaTUBHOW MEIULIMHCKOU
ITOMOLIN.

o. IMpuka3z M3 P® Ne 831 ot 3 oktsa6ps 2019 roga «O06 yTBepKaAeHUHM BEIOMCTBEHHOM

1IeJIEBOM porpaMmMbl «Pa3BUTHE CUCTEMBI OKa3aHUS MAUTMATUBHON MEUIIMHCKON MOMOIIN.

IIpumep popmMyIMPOBKH IHMArHO3a

0 Bbonesns «xiieHoBoro cupona». TuamuH-3aBucumMas popma.
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IIpunoxenue A4. Cxema MeTa00JIHUYECKUX NMPOLECCOB, MPUBOASNINX K
Pa3BUTHIO 00JI€3HN «KJIEHOBOI0 CHPOIA»

Benok TiaHeEE
FauMoHa Senwm

Wz onedmH

TpEHCAMWHUPCES HUE |

: !

L}
o-keTo-3 A-HETD-
T-KETOHE T
METHNESNEPMEHOESR HEDEANEQHAHOS BR
MENpoHoEER
KWCnoTa KCnoTa
rcnoTa

. u \ Kodraimy
I [erwaporeHasHLI KOMNNEKT KETOKMCNOT CpasBETENEHHCN Lens (BCHAD) <:::| P

THEMHH
1 :‘:l 1 :k: 1

AvgeTin- oA+ AveTan-KoA+ | MpomoHan-KoA |
BUETOELIETAT npomMoHAN-KoA
L J L J
o CoyBLIMN- o - HITI
Tpumeuanue: fwdpoii «1» 0603HAYEH METAGOTMIETRITH GTOK._+ KI:EEDE
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IHpuiaoxenue AS. Hopmbl ¢pu3nonoruyeckoii morpedHOCTH B OCHOBHBIX
NMIIEBBIX BeleCTBAX U JHEPIUH AJIA 3A0POBBIX JAeTel

Ta6anna 1 — PexomeHntyemas HopMa CyTOYHOT'O TOTPeOIeHUs Ipy O0JIE3HU KIEHOBOIO CUpona

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

HNzomnenuna Jleninuu Bamun Bbenok Kanopuitnocts | Kugkoctu

Bospacr

MT/KT MT/KT MT/KT (o6mr.) Kkan/kr MII/KT
MAlMEHTOB

/KT

0 —6 Mmec. 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 roxa 20-70 40-70 30-70 1,5-2,5 80-130 115-135
4-8 et 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 net 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

e  My)XUuHBI U KEHILMUHBI BHE NTepHOa OEPEMEHHOCTH U JIAKTALIUU

Ta6auua 2 MunnmanbHbIi Oe30macHbIil ypoBeHb Oenka corimacHo FAO/WHO/UNU 2007 B

3aBUCUMOCTHU OT BO3pacTa.

Bo3spacrt ‘ r/kr/cyT
MunaneHis! (Mec.)

1 1,77

2 1,5

3 1,36

4 1,24

Jletn (1.)

0,5 1,31

1 1,14

15 1,03

2 0,97

3 0,90

4-6 0,86-0,89

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

11-16 | 0,88-0,92
B3pocasie (T.)

Crapue 16 \ 0,84-0,87
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Tadauma Ne3
PexomeHayemMas cyToYHasi HOpMa MUTATENbHBIX BemecTs uist nanueHToB ¢ BKC B ocTpsiii u
0eCCHUMITTOMHBIH Tepruo (CBOIHbIC qaHHbIe) [37].

OcTpslil nepuon beccuMNTOMHBIN ITEPUOJ
Dueprust (KKai/Kr) 120-140 100-120
Kupst (% oT 2HEPrHM) 40-50 % Hopwma st 3mopoBoro
HaceJIeHus
benok (r/kr) 3-4 2-3,5
Jleiinuu (Mr/xr) 0 40-100
W3oneiirun (Mr/kr) 80-120 30-95
Basua(mr/kr) 80-120 30-95

Ta6auua 4 CpeagHecyTouHble HOPMbI (PU3HOIOTUYECKUX MTOTPEOHOCTEN B SHEPTUH JUIs JeTei
cormacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bospact (mec.) OHeprus OHeprus
(xxan/kr) (kKan/Kr) sxeH
MYX.
0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacrt (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 50,3 441
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IIpuioxkenue A6. Pacuer nuTtanusi, XuMHYEeCKHI COCTAaB M JHEPreTUYeCKas

IEeHHOCTD JJIs1 JieTeil ¢ 00J1e3HbI0 «KJIEHOBOI'0 chupoIma»

Tadauna 1 Cnernuanu3npoBaHHBIC MPOAYKTHI HA OCHOBE aMHHOKHUCIIOT O€3 JICHITNHA,

W30JICHIIMHA U BanHAL,

HaumenoBanue benok Kup, YraeBobl, OHepreTu Bo3spact
MPOIYKTa (okxB.) T r r qeckast MIPUMEHEHUS
IIEHHOCTh, KKaJl
Hytpuren 14 14 23 50,4 470 orOmolr.
—val,- ile,- leu****
Hytpuren 20 20 18 50,3 443 crapie 1 T.
—val,- ile,- leu****
Hytpuren 40 40 13,1 31,3 401 crapuie 1 r.
—val,- ile,- leu****
Hytpuren 70 70 0 3,9 296 crapuie 1 roxa
—val,- ile,- leu****
MSUD Anamix 13,1 23 49,8 466 or0molr.
infant****
MSUD 25 <0,5 51 309 crapiie 1 T.
Maxamaid****
MSUD 39 <0,5 34 297 crapie 1 T.
Maxamum****
«Milupa® MSUD 2 60 0 12,8 291 Hetu
Prima»**** 1-8ger
«Milupa® MSUD 2 70 0 4,1 296 Hetn
Secunda»**** 8 — 15 yrer
«Milupa® MSUD 3 70 0 4,2 297 MAIUEHTEI
Advanta»**** crapie 15
JIeT,
B3pOCIIbIE
BKITIOUast
O0epeMeH
HBIX

L. Bce mpoyKTHI 3aperuCcTpUpPOBanBI Ha TeppUTOpHU PD.

©) codepofcaHue ﬂeﬁuuHa 6 HamypajlbHblX npO()meax omJjaudaemcsi 6apua6eﬂbH00mbi0.

P@KOM@Hayemel NOIb308AMbCS OOHUMU CNnpasovYHbIMU Mamepuaiamu no XumudecKkomy

cocmaey npodykmoe, mak KakK 6 pa3nvlx Cnpaso4YHUKAX oanHbvie Mo2ynt Oomiaudamscs,;

O 01a obnecuenus pacyemos JaeuyuHa 8 HNpPoOYKmax uyenecooopasHo NpUMeHsmy

cmanoapmuvle

mabauywl,

cooeparcawyue

coomseemcmayowezo 50 me netiyuna (maon. 4).
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Tadauua 2 -OpueHTHPOBOYHOE KOJIMUECTBO HEKOTOPBIX MPOAYKTOB, COOTBETCTBYIOIIEe SO MT

JIEUIIMHA

IIponyxTsl KomungectBo benoxk (1) Jleitun (Mr)
KopoBbe Mos10KO 15 mn 0,5 50
Kaprodens 60T 1,0 55

Puc 25r 0,6 47
bpokkonu 45r 14 o1
lounaar 20r 0,4 54
Banans! 55T 0,7 53
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Ipuiaoxenue A7. Pacuer nuersl. [Ipumepsl

IMpumep Nel:
Bo3spacr 3 mec, macca tena 5,9 kr.
VYposens neinmna ceiBopotkn 1700 Mmmons/n

1. Tlorpebnocts Genka: 2,5 r/kr Beca=2,5x 5,9=14,75r
Jleiinmna: 40-100 Mr/kr Beca, HO TaK KaK YpOBEHb JICHIIMHA CHIBOPOTKH MOBBIIIEH,
ClIelyeT YCTaHOBHTH Oosiee HU3Koe moTpednenue neinuHa — 40 mr/kr Beca =40 x 5,9
=236 Mr.

NOTPEOHOCTH B DHEPTHH HE MEHEe 95 KKaJl/KT.

2. 1-ii atam: HeoOxoauMasi HopMa oTpeOIeHus jeiuna 236 Mr/cyT, TPyAHOE MOJIOKO WJTH
aJIalITUPOBAHHAS MOJIOYHAsl CMECh COJAEPKUT npuMepHo 1,2 r 6enka B 100 mi, uto
cooTtBeTcTBYeT 124,8 mr neiinnna (B 1 r 6e1Kka MOJOYHBIX TPOAYKTOB coaepxkutcs 104
Mr JieiinuHa). ExxetHeBHBIN 00beM IpyTHOTO MOJIOKA WITH aJalTUPOBAHHON MOJIOYHOMN
cMecu OyJIeT paBeH:

1248 mr - 100 mn

236 Mr - X M1

X=236x100/124,8 =190 (189,1) Myt rpyIHOTO MOJIOKA WJIU aIaITHPOBAHHON
MOJIOYHOM CMECH.

3. 2-i oram: exenHeBHOE 001Ie moTpebneHue Oenka 14,75 r, COOTBETCTBEHHO 00BheM Oelika

B 190 M1 rpyiHOTO MOJIOKA WJIM aJalTUPOBAHHOM MOJIOYHON CMECH COCTABUT:

1,21 - 100 mx

X 1 - 190 M

X=12x190/100=2,281

CoOOTBETCTBEHHO, U3 CIIEHATIU3UPOBAHHOM JeueOH0i cmect MSUD Anamix Infant
pebeHoK aomkeH noayunth 14,75 1 — 2,28 r = 12,47 r 6enka (6€TKOBOT0 SKBUBAJICHTA).

4. 3-ii aTam: ecnu cnenuanusupoBanHas geuedbnas cmecb MSUD Anamix Infant npu

CTaHJAPTHOM Pa3BEJICHUH COACPKUT 2 T OeNKoBOro 3KkBHBaieHTa B 100 mi1, TO ee
HEOOXOIMMBI 00BEM:

2r - 100 mn
1247r - X wMa
X =12,47x 100/ 2 = 623,5 mn cnenuaym3upoBanHoi ededbnort cmecu MSUD Anamix

Infant.
Taoauna 1
XHWMHYECKUH COCTaB pallioHa peOeHKa 3-X MECSIIEB C JIEHITMHO30M:
IPOAYKTBI KommuectBo | benku Kuperl YrneBoapl | KKal
MIJT r r r
['pyiHOE MOJIOKO 190 2,28 6,8 13,3 127,3
Crienmanu3upoBanHas | 624 12,47 22,0 46 431
cmecs (MSUD
Anamix Infant)
Bcero | 814 14,75 28,8 59,3 558,3
Ha xr maccel Teia 2,5 49 10 95

5. IlonyyeHHOE KOIMYECTBO IPYAHOTO MOJIOKA U CMECH CJIeIyeT PaBHOMEPHO

pacrpenenuTh Ha 6 KopMmIIeHUH. {7151 BOCTIOJIHEHHS SHEPTeTHUECKON MOTPEOHOCTH

pebeHKa BO3MOXKHO MCIOJIb30BaTh Ttoko3y (10 r= 100 mu 10% pactBopa=40 kkam) 1ist
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pa3BelieHUs CIICIMATU3UPOBAHHON CMECH W 100aBIsATh ManbToeKcTpuH (10 T B cyTKH
=40KKaJ1) B TOTOBYIO K YIIOTPEOJIEHHIO CMECh, PABHOMEPHO PACIPEIEITUB €r0 MEXTy
KopMmiieHusMU. [Ipu 6-Tr pa30BOM KOPMIIEHMMH IPUMEPHO 1,5 T ManbTOAEKCTpHHA B
Ka)XJ10€ KOpMJIEHHE * - B 3aBUCUMOCTH OT KOHIICHTPALlUM aMUHOKHUCIIOT B TUIa3Me KPOBU
(TMC) BO3MOKHA KOPPEKLIMs KOHIIEHTPAllM  M30JIEHIIMHA U BaJIMHA.

IIpumep Ne2:
Bo3spact 4 mec, macca tena 6,5 kr.
YpoBens seiuHa ceiBopoTku 1800 MMoIIB/IT
1. IMorpeGHOCTH Oenka: 2,5 r/kr=2,5x6=15T1
Jleitiinnaa: 40-100 mr/kr Beca, HO Tak Kak YPOBEHb JIEHIIMHA CHIBOPOTKU MOBBIIIEH,
ClieyeT YyCTaHOBUTH Oosiee HU3Koe norpednenue neinuna — 40 mr/kr = 40 x 6 =240 wmr.
[ToTpeOGHOCTH B 3HEPrHHM HE MEHee 85 KKaJl/KT.
2. 1-# sTan: HeoOxonumast HOpMa notpebenus geinuHa 240 mMr/cyT, TpyIHOe
MOJIOKO WJIM aIalITUPOBAaHHAs MOJIOYHAs CMECh COJIEPXKHUT mpumMepHo 1,2 r 6enka B 100
MJI, YTO cOOTBeTCTBYET 124,8 Mr neiiiuHa (B 1 T 6enka MOJIOUHBIX TPOIYKTOB
conepxkutcs 104 mr neiinuHa). ExxetHeBHBIN 00beM IpyIHOTO MOJIOKa WU
a/IalITUPOBAHHOMN MOJIOYHOM cMecH OyZIeT paBeH:
124,8 Mmr - 100 Mx

240 Mr - X MI

X =236 x100/124,8 = 192 mu rpy1HOTO MOJIOKA UJIA aaNTHPOBAHHOW MOJIOYHOMN
CMECH.

3. 2-1 oTam: exenHeBHOE 001Ie ToTpebieHue Oenka 15 T, COOTBETCTBEHHO 00BEM
Oenka B 192 mMi1 TpyTHOTO MOJIOKA WJTH aalTUPOBAHHOM MOJIOYHOM CMECH COCTABHT:
1,2r - 100 M

X r - 192Mn

X=12x190/100=2,3r

COOTBETCTBEHHO, U3 CIICIHMAIU3UPOBaHHOM JeueOH0i cMect MSUD Anamix Infant
pebeHOK AomKeH moydnTh 15T — 2,3 1= 12,7 r 6enka (0eIKOBOTO YKBHBAJICHTA).

4. 3-# oTam: eciM crenuaIn3upOBaHHAs JIeYeOHAs CMECh ITPH CTaHIAPTHOM
pasBenieHuH coaepkuT 1,8 T 6enkoBoro skBuBasieHTa B 100 Mi1, TO €€ HEOOXOIUMBII
00BeM:

I,8r - 100 M

12,77 - X MI
X =12,7x 100/ 1,8 =705 mn crienuanu3upoBaHHO eueOHoM cMecu HyTtpuren 14 - —

leu, -ile —val.

Tabumuna 2.

XUMHUYECKUI cOCTaB pallioHa pebeHKa 4-X MecsIeB C JEUIIMHO30M:

POAYKTBI KomnuectBo | benku Kupst YrneBonpl | KKal

MII r r r

['pyiHOE MOJIOKO 192 2,3 7,0 13,4 129

CnenuammsupoBanHa | 705 12,7 21,2 46,5 437

st cmecb Hytpuren 14

- —leu, -ile —val.

Bcero | 897 15 28,2 60 566
Ha xr maccel Tenna 2,5 4.7 10 94

Koppexkmun sHepreTn4eckoil IeHHOCTH paliioHa He Tpedyercs.
ITpumep No3.

PebGenok 3-x met, Mmacca Tenal4 kr
1. TlepenocumocTts neinuaa — 40 MI/KT, 9TO COOTBETCTBYET 560 MT JICHIIMHA B CYTKH.

Cytounas HopMa notpebienus 6enka 1,5 r/kr — 21 1.
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B cpennem B 1 rpamme HaTypaiabHOTO Oenka copepkutcst 70 Mr ieiduHa.

560 /70 = 8 r HaTypaJbHOTO OeJKa.
Co0TBETCTBEHHO, KOJTMYECTBO OEIIKOBOTO SKBUBAJICHTA CIEUATM3UPOBAHHON cMecu: 21

-8=13r.
DHEProLeHHOCTh CYTOYHOTro panuoHna nutanus 80x14= 1120 kkan.

Jlig pacueTa CyTOYHOr0O pallMoOHa U KOJIMYECTBA HATYPAJIbHBIX MPOJAYKTOB MOXKHO
rcnosib3oBath Tadbmuny 2 [punoxenus A6 (mpuBeneHa B KauecTBE IpUMepa) U
aHaJIOTMYHBIE TAOJIMLBI C JTAHHBIMU 110 COJIEPKAHUIO JICHIIMHA B IIPOTYKTaX.
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IIpuioxenue A8. PekomeHnayeMoe coaep:kaHue aMMHOKHUCIOT B IJIa3Me

KPOBH

AMHMHOKHCIIOTa MMOJIB/TT mr/ Hopma (Mmosb/m)
JEUIIUH 100-300* 1.3-3.9 50-215
BaJIMH 200-400 2.3-4.6 85-200
M30JICHIIHH 100-300 1.3-3.9 5-90

*PexomMeHyemMas MakCUMallbHast KOHIICHTpaIusl B KpoBH cocTapisieT 200 MKMOJIb / J1 TS MJIaIEHIEB U

netei miaamie S get u 300 MKMOIb / J1 JIs AeTel cTapiie 5 JieT

Hpuioxkenue A9. Pazdopoc KOHUEHTPaLUl AMUHOKHMCJIOT € PAa3BeTBJICHHOM
LenbIo B IVIa3Me KPOBH YCJIOBHO 310POBbIX U NAIMEHTOB IeTCKOr0 BO3pacra ¢

BKC

Paz0bpoc koHIIEHTpaIuii aMIHOKHCIIOT C Pa3BETBIICHHOH IIETBIO B MJIa3Me KPOBH YCIOBHO

37I0pOBBIX M MAIIMEHTOB JAeTcKoro Bo3pacta ¢ BKC

AMHHOKHCI0Ta, MKMOJIB/JI Y CIIOBHO 3710pOBBIE IETH [TamueHTh ¢ 00I€3HBI0
«KJICHOBOTO CHPOIIa)»
W3oneitunn 26-91 200-12000
Jlewnna 48-160 500-5000
Banun 86-190 500-1800
Announsonenud 0-5 72-220
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Ipuiaoxenue A10. PacundpoBka npumeyanuii

... — mpemnapar BXOJUT B MEPEYEHb KU3HEHHO HEOOXOAMMBIX M BOKHEHIINX JIEKAPCTBEHHBIX
npenaparoB (Pacnopspkenne [IpaBurensctBa PO ot 12.10.2019 Ne 2406-p «O0 yTBEepx)acHUU
NepeyHs KU3HEHHO HeOoOXOJMMBIX M BaKHEHIIMX JIeKapCTBEHHbIX npenaparoB Ha 2020 rox, a
TaKke TIepeYHedl JICKapCTBEHHBIX TIpEenapaToB Ui  MEJUIIMHCKOTO TpPHUMEHEHHsS |
MUHUMAJIBHOTO AaCCOPTUMEHTA JIEKAPCTBEHHBIX MIPENapaToB, HEOOXOMUMBIX Uil OKa3aHH
MEAMIIMHCKON TToMot», Pacniopsikenne [IpasutenscrBa PO ot 23 Hosi6pst 2020 r. Ne 3073-p

# - npumenenue off-label — BHe 3aperucTpupoOBaHHBIX B MHCTPYKIIUH JIEKAPCTBEHHOTO CPEACTBA
MOKa3aHUH OCYILECTBIISICTCS MO PEIIeHUI0 BpadyeOHOW KOMHCCHM, ¢ paspemieHus JlokaabHOTO
3TUYECKOr0 KOMUTETa MEIUIIMHCKON opraHu3anuu (Ipu HaJU4uuu), C YCIOBUEM MOJIMUCAHHOTO
MH(GOPMHUPOBAHHOTO COTJIIACHUS POAMTENEH (3aKOHHOTO NMPEICTABUTENs) U MallleHTa B BO3pacTe
crapuie 15 ner;

falalale CTELMANM3UPOBAHHBIA TPOMYKT JIe4eOHOTO NHUTAHWS, BKIIIOYCHHBIM B IE€peUCHb
CHEIHMATM3UPOBAHHBIX MPOAYKTOB JieyeOHOro mnurtaHus ans jaereii-unBanunoB (IlepeueHn

CMELUANIU3UPOBAHHBIX MPOIYKTOB Je4eOHOro MUTaHWs s jAerei-unBamunoB Ha 2021 ropx,

yTBEpKIeHHBIN pacniopsbkeHneM [IpaBurenscTBa Poccuiickoit deneparum ot 7 aexadbps 2020 r.
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Ipunoxenue b. AiropurMbl 1elicTBHS Bpa4da

[MTanment ¢ nogo3peHueM Ha 60JIe3Hb KIIEHOBOTO
cuporna

Jlmarnoctuka

Koncynpranus
HET
npoPUIHLHOTO |

crieguajancra

Jlmarxno3
HOATBEPHKIEH ?

A

Tepanus B cTanuoHape

L

JlucnancepHoe HaOIIOICHUE U JICUEHUE C
MEPUOIUYECKUM KOHTPOJIEM B
CIICIIUAIM3UPOBAHHOM OTJICIICHUU

A\ 4

Tepanus

JA

s dexTuBHA?
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AJITOPUTM HEOHATAJIbHOI0 CKPMHMHIA HA 00J1e3Hb «KJIEHOBOI0 CHPOIa»

AMUHOKUCIIOTHE B BLICYLUEHHBIX NSATHAX KpoBu*

¥ y ¥

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

! | !

KOHCYNbTaLUus Bpada-

reHeTuka/spava-neguarpa/spava

HeoHartonora. locnuranusauua,
Ha3Ha4eHue Tepanun

perect**
OpraHW4eckue KUCNOTbE MOYU

Y Y
neiyurH NoBbiLLeH neiyuH Hopma/noebiLeH
CMEKTP OpraHuy4e CKUX KUCMoT, CMEKTP OpraHuy4e cKUX KUCNoT, He
XapaKkrepHbix AN neiuuHosa XapaKTepHblit Ana neituuHo3a
Y
y COMNOCTaBNEHWE KIUHUYE CKUX U1
[nartoa nemuHos (6oneans nabopaTopHbiX A4aHHbIX
C 3anaxoM KNeHoBoro paccmoTpeHue sBonpoca ob
‘cupona Mouu) OTMeHe Tepanuu
BbICOKOBE POATEH . UCKNKMeHUe owmnbok

npeaHanuTUYecKkoro artana

\

HEOAHO3HauHble pe3ynbTarbl

SHETIHIBOIE et RNt OHK-aHanu3a

[eHOTUN yCTAHOBNEH

y

{erHon N Mo (Gomub i MEAUKO-TEHE TUYEeCKoe
SR Y Stoton SR KOHCYNbTUPOBaHUE CeMbi
MONMU) NOATBEPXKAEH

* - NPY AaHHOM METOAE M30MEPLI NEALNH, M30NEALMH, ANNON30NEALMH W FMAPOKCUNPONUH HE PasAEnsTCA, 8 BLIXOAAT OAHMM NUKOM
** . B3ATNE MaTepuana 4o HasHaYeHus Tepanim
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IHpuaoxenue b1. Anropurm neiictBus Bpaya npu BKC B nepuog

MeTad0JIM4eCKOro Kpu3a

TowHOTa MAK PBOTA, OTKA3 OT eAbl/CHWKEHWE anneTuTa, AMapes, IMXOpagKa, NeTaprisa AW HEBPONOTMYECKHE
HapylweHUA (HapyleHne Co3HaHWA, ronosHan 6onb, aTakcun, AUCTOHUA UKW CYA0POTH)

A

- HemepaneHHan rocnuTanusaumua 8 NpodUNbHLINA cTauMoHap

- MpeKpaTUTL NpUem HaTypanbHOro beaka Ha 24-484 Makcumym

- B nepuopa Ha 24-48 4 nepesecTy Ha NMTaHWE UCKAYMTENBHO CNeLManusMpoBaHHoi BCAA-free neyebHoid
cmecbio. Ecnv cneunannsvposadHas nevebHan CMeck OTCYTCTBYET B MEAMLMHCKOM YUPEKOEHMK, CnegyeT
MCNONb30BaTb CMECh, NPEeA0CTaBAEHHYH POAUTENAMM

- AHa/IM3bl: 3NEKTPONUTEI NNa3mbl, KLLIC, KETOHBI MOYM (MM CHIBOPOTOYHBIA B-ruapoKkcubyTUpar, ecau
BO3MOXHO), aMWHOKUCAOTLI KPOBM

- NepopantHas u/UnKn napeHTepanbHan NPOTUMEOPBOTHAA Tepanua (Hanpumep, oHaaHcetpoH 0,15 mr/kr/po3a)
npu HEDGKDAHMOL‘I’H

- MegneHHan B/B UHGY3MA pacTBOPOB AEKCTPO3bI C 3NEKTPOAUTHBIMM PacTBOpamMM

h 4

MpU3HAKK OTEKA rONOBHOIO MO3ra, BKAIOMARA HAPYLIEHNE YPOBHA CO3HAHMA, CY40PO0IM, HEBPONOTHMECKMIA
AebUUNT MAKM OTEK AUCKA 3PUTENIbHOTO HEPBa

AA HET
N

- HemepaneHHan KOHCYNbTaUWA PeaHUMaTonora,
HEBPONOra M APYrux CNELManmMcToB No NOKa3aHMAM
- MOHHTOPHHT WU3HEHHbIX NOKa3aTenein

- MPT ronogHoro mosra

- CTaHA@pTHOE NeYeHue OTeKa roNoBHOTO MO3ra

- ObcyxaeHve Bonpoca o HeobXoAMMOCTH
npoBeaeHUn remoauannsa

- YCTaHOBKa LEHTPaNbHOrO BEHO3HOTO J0CTyNa

- MegneHHan 8/8 nHby3nA pacTBOPOB AEKCTPO3bI €
3NEKTPOMIUTHBIMKU PacTBOPamHK

- B/8 uH}Y3MA MHCYMHA NPU TMNEPTAVKEMUU

- B/B H}Y3MA }UPOBLIX 3MY/IbCHIA B CTAPTOBOW A03€

1-2 r/ur/cyT
l ¥

MaupneHT cnocobeH ycBausaTb cneuuanu3vpoBaHHyio BCAA-free neyeGHyIO cmeck 0panbHO M/WAK IHTEPANbHO

'

AA HET

: |

- B nepvopg Ha 24-48 4y nepeBecTy Ha NUTaHWe
WUCK/IOYMTENBHO cneuynanusmpoBaHHo BCAA-free
neyebHOW cMecbio NepopanbHo/3HTepanbHo
- CYyTOuHanA KanopuiHOCTL pauuoHa AoNKHa ObITh

- NapeHTepanbHoe NUTaHue
(ammHOKMCNOTHBIE cmecn Bes BCAA,
KUPOBLIE IMYNLCUM, PACTBOPLI AEKCTPO3bI)

yBenu4yeHa Ha 25-50%
* v

- KoHTponb ketoHos mouu, KLLC, 31eKTPOAMTOB NAA3MBI HE peKe 2 pa3 B CYTKU W NO NOKA3aHUAM

- E)KEAHEBHbIﬁ KOHTPOJ/Ib aMWHOKHUCAOT KPOBK

- Mpuem M3oneiurHa U BannHa 8 A03upoBKe 80-120 Mr/Kr ¢ LENLIO NOAAEPKAHUA UX B NAa3Me Bbiwe 200
MKMOANb/N

- MDHMTOpMHr W nevyeHue COI‘IVTCTBVIOU.I,Eﬁ naTonoruu

BbinucKa NauMeHTa BO3MOMKHA, eCnun:

- YcBaugaeT nepopanbHoe nuTaHue

- OTpUUATENbHBIE KETOHLI MOYM

- YpPOBHM aMMHOKUCAOT KPOBU B Npeaenax LOnyCTUMbIX 3HAaUYeHUH
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Ipunoxkenue Bl. Undopmanus 11 nanueHTa

Yto Takoe «00J€3HBb € 32aMAX0M KJICHOBOI0 CHPOIIa MOYH >» HJIH JIEHIIUHO3?

«bose3Hb € 3amaxoM KJIEHOBOI0 CHpPONAa MOYH » WJIH JelIMHO3 — 3TO peakoe
HacJlle/ICTBEHHOE 3a0o0JieBaHUE, IPU KOTOPOM HapyLIalOTCsl TPOLIECCHI, CBSI3aHHBIE C
pacmieruienreM Oenka. benku, 3To BakHas COCTaBIISONIAs 4YacTh NMUTaHus. OHU HEOOXOAUMBI
JUIS POCTa M BOCCTAaHOBIIEHUS KJIETOK HAIIero opraHu3ma. YToObl OpraHu3M MOT HCHOJIb30BaTh
0€JI0K W3 NUIIM, OH JIOJDKEH paclllenuThecsl Ha OoJjiee MENKUE 4acTH — aMUHOKHUCIOTHL. [lanee
Onmarofapsi crmenuanbHbIM ()epMEHTaM, S3TH AMHUHOKHCIOTHI PAcXOAYIOTCS Ha BBIMOJIHEHUE
orpenesieHHbIX (PYHKIUI. Y ManueHToM ¢ «O00JIe3HBIO C 3aI1axoM KJICHOBOTO CHPOIIa MOYM» HE
paboraer (epMeHT aeruaporeHasa anb(a-KeTOKUCIOT ¢ pa3BeTBieHHOH 1enbio (BCKD), n3-3a
YEero OpraHu3M HE MOXKET PaCIICNUTh AMUHOKHUCIOTHI JCHIIUH, U30JEHIIMH U BAJIMH, B CBSI3H C
4YeM OHHM U UX MPOM3BOJHBIE (OPraHUYECKUE KUCIOThI) HAKAIUIMBAIOTCS B OPraHu3Me, OKa3bIBas
TOKCUYECKOE BO3JCHCTBHE. BBICOKHI ypOBEHb OIIPENEICHHBIX OPraHUYECKUX KHUCIOT MOXKET
BbI3BaTh HEOOBIYHBIN CIAAKHUI 3aMax MOYM U 1OTa, OTCIOJa U Ha3BaHUE JAHHOTO 3a00JIeBaHUs -
00JIE3HB C 3araxoM KJIEHOBOT'O CHPOIIa MOYH.

Hapymienne paGoTel depmMeHTa MOXKET OBITH CBA3aHO C W3MEHEHUSMH B OJHOM W3 TEHOB,
BCKDHA, BCKDHB, DBT wunu DLD.

Kak nposiBisiercs «00J1e3Hb € 3al1aX0M KJI€HOBOI0 CHPONa MOYM» ?

OCHOBHBIMH CHMITOMaMH 3a00JIeBaHMsSI y JIeTell TPYyJHOrO0 BO3pacTa SIBISIOTCA PE3KOe
yXyAlleHHue OOIIero COCTOSHUSI 4yepe3 HEeCKOJIbKO aHel (wamie oT 7-14 nHeil) mocie Havana
KOPMJIEHUSI TPYAHBIM MOJIOKOM WJIM MOJOYHOM CMEChIO, BSJIOCTb WJIM TOBBILICHHAS
BO30yIMMOCTb, PBOTA, OTKa3 OT NHUIIU. BO3MOXHBI Takke CyJOpOrH, HApYyLIEHUS CO3HAHUS,
KOMa, CHHIOIIHAs OKpacka KoXH (IMaHo3), HapyIIeHHE AbIXaHus (amHod). Y neTei crapiie
OJIHOTO Toja HaOI0JaeTcsl 3aJep’KKa IICUXOMOTOPHOIO pa3BUTHS, YMCTBEHHAs OTCTaJOCTh,
JpPUTEMATO3HbIC BBICHIIAHUS HA KOXKE, YacTble MH(EKIMOHHBIE 3a00JIeBaHUS, CYIOPOKHBIH
CHUHJIPOM.

Kak ycranaBaiMBawT IMArHo3 «00JIe3Hb € 3aMIaX0M KJIEHOBOI0 CHPONa MOYMW» ?

Ha ocHOBaHMM KIMHUYECKMX CHUMIITOMOB Bpad MOXET 3aloJ03pUTh JUarHo3 H
OTIIPaBUTh TAaIllMeHTa Ha JjabopaTopHOe 0OcIeI0BaHuUE. MeronoM TaHIEMHOM Macc-
CHEKTPOMETPUM B KPOBH ONPENEISIOT YPOBEHb TaKUX COCAMHEHUW Kak KapHUTHH,
AI[MUIKAPHUTUHBL M aMHHOKHCIOTHI, C TOMOIIbIO METOJa Tra30BOi Xpomarorpapuu Macc
CIIEKTPOMETPHUEH — ypOBEHb OpPraHWYECKUX KUCIOT MouH. [Ipn  «Oose3Hu ¢ 3amaxoM KIEHOBOTO
cUpona MOYd » HaONIOAAaeTCsl MOBBIIICHUE B KPOBU KOHIIGHTpAIMM JICWLMHA, U30JICHIIMHA U

BaJMHAa. B Moue BBIABISAIOT NOBBILIEHUE KOHLEHTPALMH 2-0KCO-U30KAIIPOHOBOM, 2-THIAPOKCH-
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M30KalpOHOBOM,  2-0KCO-3-METHJIBAJEPHUAHOBOM,  2-OKCO-M30BAIIEPUAHOBOM,  2-THAPOKCHU-
M30BAJIEPUAHOBON U 2-THJIPOKCH-3-METHIIBAJIEPUaHOBON KUCIOT. [lanmeHTaM C BBIABICHHBIMU
OMOXMMHUYECKUMH M3MEHEHUSMH, XapaKTePHBIMU JUJIsI «OOJIE3HHU C 3alaxoM KIEHOBOTO CHpOIIa
MOYM», Ui MOATBEPKICHHS IUArHo3a MpOBOJAT MOJIEKYJIIPHO-TEHETUUECKOe UCCIIEe0BaHKE C
1enbio BeisiBiieHus mytanuu B renax BCKDHA, BCKDHB, DBT wnu DLD. OGbrdHO 11t 3TOTO
IIPUMEHSIOT MCCIIEJOBAHUE C TIOMOIIbBIO TAPT€THBIX FEHETUYECKUX MaHEIeH.

Kak neuat «00/1€3Hb € 3a11aX0M KJIEHOBOT'O CHPOIIA MOYM»?

OCHOBHOM MNpUHLIMIT Tepanuu «OOJIE3HU C 3arMaxoM KJIEHOBOI'O CHpONA MOYM»— CHHU3UThH
MOCTYIJICHHE B OPraHU3M aMUHOKUCIIOT JICWIIMHA, U30JeHLIMHA, BaJlMHA JJIS MPEJOTBPALCHUS
MOBPEXKIAIOIIET0 BO3JCHCTBUS J@HHBIX BEIIECTB Ha oOpraHusM. /Jlius 3Toro B NUTaHUH
OTPaHUYMBAETCSI HATypalbHbI O€JO0K, HCKIIIOYAIOTCAd MPOAYKTHl C BBICOKHM COJEpXKAHHUEM
Oenka, TakMe Kak MsCO, pbiOa, siilla, MOJOYHBIE MPOAYKTHI, 6000BeIe M ap. Kommencamms
nedunuTa 6e1Ka IPOMCXOJUT 3@ CUET UCIOIb30BAHUS CHEIMATM3UPOBAHHBIX CMECE Ha OCHOBE
aMUHOKHCIIOT 0e3 JeHlMHa, W30JeHlMHA, BaJMHA, COOTBETCTBYIOLIUX BO3PACTHBIM
NOTPeOHOCTSAM peOeHKa B OCHOBHBIX IHILEBBIX BEIECTBAX U YHEPIUH.

[Ipu oTCYTCTBHM COOTBETCTBYIOIIEH TE€panMM COCTOSIHUE IMAallME€HTa MOXET Pe3KO YXYALIUTHCH,
IPUBECTH K PA3BUTUI0 METAOOJIMYECKOTO KpU3a, HEOOPAaTUMBIM IOCIEACTBUAM BIUIOTH [0
JEeTaJbHOrO  Mcxona. MeraOoandyeckuil KpU3 Takke MOXKET ObITh  CIPOBOILMPOBaH
HeONnaronpusATHBIMM  (aKkTOpaMu, TaKUMM Kak HapylleHHe JUeThl, NpeHeOpexeHue
Ha3HAUYEHUSMH Bpaya, BHPYCHBIMH U OakTepUaNbHBIMU HMH(EKIUSIMH, CTPECCOBBIMHU
CUTyallUsIMH, TpaBMaMH UM XUPYPTUYECKMMH BMEIIATEIbCTBAMM, SMOLMOHAIBHBIMH U
(Gu3NYeCKUMHU Harpy3KaMu WM BO3HUKHYTH Ha (oHe monHoro Omarononyuus. [IpeasectHukamu
KpHU3a SIBJSIETCS CHMKEHHE SMOLIMOHAJIBHOIO TOHYCA, BSJIOCTh, COHJIMBOCTh, OTKa3 OT €Jbl,
MOET OBITh PBOTA, BO3MOXEH MOIBEM TEMIIEPaTyphl, OCOOCHHO MpH /1e010Te UHPEKIIHOHHOTO
3a00J1eBaHNU.

[Ipu mepBBIX CHUMITOMax METabOJIMYECKOTO KpH3a HEOOXOIUMO CPOYHO TOCHHTAIM3HPOBATH
ManueHTa, 10 Mpue3a Bpaya CKOpoi MOMOIIY He3aMeUIUTEIbHO HayaTh TeParuio Ha JIOMY.

VY namuenta mpu cebe Bcerja JOJDKHA HAXOAUTHCS MaMATKAa C YKa3aHUEM HEOTJIOKHBIX
MEpONPUATHH B IEPUOJI HAUNHAIOILET 0Csl METa00JINYECKOro Kpu3a

Kak Hacaenyercst «00J1e3Hb € 3al1aX0M KJIEHOBOI'O CHPONa MOYM»?

«bone3Hp C 3amaxoM KJIEHOBOTO CHUpPOIla MOYM» HACIEAYIOTCS MO0 ayTOCOMHO-pPELECCUBHOMY
TUIY. DTO 3HAUUT, YTO OOJE3Hb MPOSBIAETCS TOJBKO B TOM Cliyyae, €Cclid 00a poauTens
SIBIIIFOTCSL HOCUTENIIMU OOJIe3HM U, XOTS caMU OHM HeE OOJIeI0T, NepenaroT peOeHKy JBa

MOPpa’XCHHLBIX TI'CHA. boapmuHCTBO ceMeﬁ, rac €CTb pe6eHOK C OTUM 336OJICB3.HI/I€M, HC
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CTAJIKUBATMCH PAHBIIE ¢ MOAO0HON TPOoOIIeMOil. PHCK MOBTOPHOTO pOXIeHUS OOJIHHOTO pedeHKa
B CEMbeE, /1€ YK€ €CTh OOJIbHBIE JIETH, COCTABIISIET 25% Ha KaXAyl0 OEpeMEHHOCTbD.

Bpatest u cecTpsl 0OMBHOTO peOCHKA, MOTYT OBITh OONBHBIMH, JaXKe €CIM y HUX Ha MOMEHT
JMArHOCTUKH YWIEHOB CeMbU HE ObUIO CUMITOMOB. B paHHOM ciydyae HEOOXOIMMO MPOBECTH
JTMArHOCTHKY, YTOOBI KaKk MOJKHO paHbIIe HAayaTh TEpPANHi0 U M30€kKaTh OCIOXHEHHH. Takxke
OHHM MOT'YT OBITh HOCUTENISIMU, KaK UX POAUTENH. UTO KacaeTcsi APYTrux 4JIE€HOB CEMbH, TO UM
BaKHO COOOIIUTH, YTO OHU MOTYT OBITHh HOCHUTEISIMH. DTO 3HAYHT, YTO M y HHUX €CTh PHCK
pOKIieHus peOeHKa ¢ JaHHBIM 3a00JICBaHUEM.

Bce cembu ¢ aTuM 3a0oiieBaHMEM JOJDKHBI 0053aTEIbHO TMPOWTH MEIUKO-TEHETHYEeCKOe
KOHCYJIbTUPOBAaHUE W TOJYYUTHh MOJHYIO WH(POPMALMIO OT  Bpadya-TeHETHKa O  PHCKe
MOBTOPHOTO MPOSBIEHUS TAaHHOTO 3a00J€BaHHS B CEMbE, OOCYIUTh CO CHEIMAIMCTOM BCE
BOTIPOCHI, CBsI3aHHBIE C HacleJoBaHHEeM 3a0oneBaHusa. B Poccum Mennmko-TeHeTHUYecKHe
KOHCYJBTAI[MU pabOTaIOT B KaXKI0M PErHOHE.

C uenbro MpoBECHUS MTPEHATATFHON U MIPEUMIUIAHTAIIMOHHOHN JUAarHOCTHKH CYTIPYKECKON mape
MIpeIBAPUTENILHO HEOOXOIMMO MPOUTH 00CIeI0OBaHNE HA HOCUTENBCTBO MYTallUi B OJHOM U3
TeHOB, KOTOpbIe oTBeuaroT 3a jgaHHoe 3aboneBanne BCKDHA, BCKDHB, DBT wmm DLD,
00paTHUBIIKCH B CHEIUATM3HUPOBAHHBIC IUarHOCTUYECKHE Ta00paToOpuu U MEAUIIMHCKHUE LIEHTPHI.
[IpenaranpHas AMATHOCTHKA TPOBOJUTCS MOJICKYISIPHO-TCHETUYECKUMHU METOJIAaMH, ITyTEeM
uccnenoanus JIHK, BbiieneHHON U3 OHonTaTa BOPCHH XOPHUOHA H/MIIK KJIETOK aMHUOTHYECKOM
KUJIKOCTHU W/VWIIN TUIOJJHOU KPOBH.

He npunumaiite kakue-mu60 jgekapcTBa Wi 100aBKH, HE TOCOBETOBABIIKCH C BAllIUM  BPAYOM.
Kpaitne BaxkHO coONIONAaTh BCE PEKOMEHJALMM Bpaded, 4YToObl MaKCUMalbHO H30eXaTh
pa3BUTHS METAOOIMYECKUX KPU30B.

Kak jeyaT nanyeHToB B nepuoa MeTadoIM4ecKkoro Kpusa?

Crnenyer BpeMEHHO NPEKpaTUTh MoTpedneHue Oenka (Ha 24—48 gacos). [1oJHOCTHIO OTMEHUTH
0€eJ0K HEeBO3MOXKHO, TaK KaK OpPraHu3M HYKIAeTCs B MOCTYIUIEHHMH OelKa M, ecliu ero Oyzaer
MOCTYTIAaTh HEJOCTATOYHO aKTUBUPYIOTCS MPOIIECCHI KaTa0oIM3Ma.

Jloma mpu mepBBIX MpHU3HAKaxX 3a00JeBaHUs, OCOOEHHO KOrja y peOeHKa CHI)KEH amleTHT
(Hampumep, MpU MPOCTYJE, TPHUIIONOAOOHBIX CHMITOMAX, BUPYCHBIX WH(EKIHUAX, THOOBIX
3a00JIeBaHUAX, CONMPSDKEHHBIX ¢ TemmepaTypor >37 °C, TOH3WLIUTE, TaCTPOIHTEPHUTE) CIECTYET
Ha4yaTh TEPANUIO IO TPEJAOTBPAIICHUIO DPAa3BUTHUSA Kpu3a. Eciam poauTenu HE YBEpeHBI B
MOSIBJICHUH y peOeHKa TMepBbIX MPHU3HAKOB MpuOIMKaromierocss 3aboneBanust (OJIeTHOCTS,
COHJIMBOCTD, Pa3JPAXHUTEIBHOCTh, TOTEPS aNIeTHTa, JUXOpaaKa, TOJOBHAs 00Jb, JOMOTA H
oOmrast Oonb, Kamienb, O0Jb B Topjie WM yIIax), TO B Ka4eCTBE MEpPbl MPEJOCTOPOKHOCTH

peOCHKyY cllefyeT JaTh BBIMUTH PAcTBOP OAWH pa3. CaMbIMU paHHUMH IPH3HAKAMHU OOBITHO
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SIBJITFOTCSI  HE3HAYHMTEIHbHBIC W3MCHCHHS B TOBEACHHH, KOTOpPHIE OOBIYHO JIETKO 3aMEUaroT
ponutenu. Eciu peOeHOK OTHOCHUTENBHO 370POB M Y HEro HET PBOTHI, a TOJBKO CIIabOCTh U
HEeOOJIbIIAass COHITUBOCTh MOKHO TIOUTH €T0 4epe3 POT PacTBOPOM IMOJIMMEPA TIFOKO3bI YaCTHIMU
npoOHbIME TopuusMH  (Tabnuia 1). TodHBI peuent/KOHIEHTPAKS IOJIMMEpa TIIFOKO3HI,
pPEKOMEHIOBaHHAs ISl KaKJIOro peOeHKa, OTIUYAeTCs, HYXKHO y3HATh Y JIEHaIllero Bpaya 4yTo
HMMEHHO MOJXOAUT BaleMy pedeHKy. HekoTopbIM 1eTsiM He HpaBUTCS BKYC IOJIMMEpa TIIFOKO3bI,
U OHHM TMPEANOYUTAIOT HAMUTKHU, KOTOPHIC MPOJAIOTCS B CyNepMapKeTax, HO KOHIEHTpaIlluu
yIJIEBOJOB B TakWX HamuTKax Huxke. [lokymaeMple HAaNmUTKUM HYXHO MPUMEHSTh C
OCTOPOXXKHOCTBHIO. HU3KOKaNOpuifHbIE HAUTKU, HANUTKU Oe3 M00aBleHUs caxapa cojaepikar
OYEHBb MAJIO MJTM BOBCE HE COJICPIKAT YIJIEBOJIOB, TO3TOMY X HE CJICIyeT UCIOJIb30BaTh.

Ecniu y pebenka mocTOsSHHAs pBOTAa UM €My HE CTAHOBUTCS JIydllle, POJTUTENSAM CIEAyeT
HE3aMeTUTEILHO O0PaTUTHCS B OOJBHUILY JUTsl OOCIICIOBAHMS.

Bpauam ckopoit moMoiy HeoOXOAUMO MepeaaTh BBIUCKY C 3aKIFOUEHUEM U PEKOMEHIAIUSIMU
Bpaya Mo TEepaIruy B MEPUO]T META0OIUIECKOT0 KPH3a.

PogutensiMm HyXHO B34Th C co0OW B OONBHHUIYy BCIO HHGOPMAIUIO 00 HCHOJIB30BaHHBIX
pacTBOpax M )KelaTelIbHO CAMH PacTBOPBI.

Kakoif Hy’KHO TPOBOJAMTH MOHUTOPHUHT JIS1 AIUEHTOB ¢ 00JIE3HBIO C 3al1aX0OM KJIEHOBOI'0
cupona Moum» ?

HeoOxomum MyIbTHAMCHMIUIMHAPHBIM MOAXOM K HAOMIOACHUIO U JICYEHUIO NAI[MEHTOB C
00JIE3HBIO C 3aMaxoM KJIEHOBOTO CHPOIA MOYMW» CIEIHUATHUCTAMU PA3HBIX MPOQUIEH C HETbio
oOecrieueHus KOMILJIEKCHOM Teparuyu U CBOEBPEMEHHOU €€ KOPPEKIUU MPH HEOOXOIHMMOCTH.
Jlist manueHToB ¢ OOJIE3Hb C 3amaxoM KIEHOBOT'O CHpONAa MOYM» HEOOXOJUMBI PETyJISPHBIC
oOcnenoBanus. B Tabnune 1 nmpuBeaeH NPUMEPHBIN MepedyeHb U PEryJISPHOCTb UCCIIEeI0BaHUM,
HO B KaXJOM cCIlydae BBl JIOJDKHBI COTJIACOBBIBATH IJIAH OOCIEIOBAHUS CO CBOMM JIeHAllUM

BpauOM.

Ta6auna 1 Peryasippoctsh o0cjienoBanuii mpu 00/1e3HH € 3al1aXOM KJIEHOBOI'O CHpOIa

MOYM»

HccnenoBanue HNuTepBa

Koppekuus querorepanuu (IIpOBOAAT BpauH- c yacmomoi 1 p/mec na 1 200y sncusnu, danee

TCHETHKH WM BPaun-/IHETONOTH) 1 p/3 mec u no nokazanusim oo 3 rem; I p 6
Mec nocie 3 niem

Yibrpassykosoe uccnenosanue (¥Y3H1) opranos Kpamnocmv npu omcymcemeuu usmenenuti-ne

OPIOLIHOW TMOTOCTH pedce 1 paza 6 200, npu HAIUYUU NAMONOCUU
neyeHu- N0 NOKA3AHUSIM.

Dnexrposnnedanorpadus (331) Ilpu omcymcemeuu npucmynos-une peace 1 paza
8 200, NPU HATUYUU INUTENNUYECKUX
NPUCIMYNO8- NO NOKA3AHUSIM.
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Buoxumuueckuii aHaau3 KpoBU KaXIble 6 MECSIICB MalUeHTaM JI0 6 JIeT, KaX]Ibie
oO1IeTepaneBTHUSCKUI 6-12 mecsieB nanueHTaM crapiie 6 get. Ho B
nepro/] nH(EKIMOHHBIX 3a00JICBaHUIM, TIPU YIPO3e
MeTaboIMYecKoro Kpu3a — He pexe 1 paza B 7-10
JTHEH.

OO0muit (KIIMHUYECKNI ) aHATTN3 KPOBU Kakaple 6 MecsIeB ImanueHTaM 10 6 JIeT, KaXKIble
6-12 mecsieB naueHTam ctapiie 6 net. Ho B
nepro;] nH(EKIMOHHBIX 3a00JICBaHUIM, TIPU YTPO3e
MeTaboIMYecKoro Kpu3a — He pexe 1 pasza B 7-10

JIHEH.
KoMIuIekCcHOe omnpe/ie/ieHne KOHIIEHTPAIui Kpammnocmo npoeedens AHAU308
aMUHOKHCIIOT 1 alIIKApHUTHHOB B KpOBH onpedensemcsi  cocmosHuem  pebeHka (8
METO/IOM TaHIEMHOMN Macc-CIEeKTPOMETPUH cpeonem — 1 paz 6 3 mec), HO & nepuod
KOMIUICKCHOE OIIPENICTICHNUE COEPKAHNA UHGeKYUOHHBIX — 3a00nesanull, npu yepose
OpraHM4eCKUX KUCIOT B MO1C Memabonuuecko2o Kpuza — He pexce 1 pasza
7-10 oneul.

Kak nanmenTsl mosy4aror jJeyenune B Poccuiickoii @enepanuu?

«bone3Hp ¢ 3amaxoM KJIEHOBOTIO CHpOIIAa MOYM» OTHOCUTCSI K YMCIY PEIKHX HACIEACTBEHHBIX
Oosie3Helt OOMEHa BEIIECTB M BXOIUT B IMEpeUYeHb peAkux (opdaHHBIX) 3a00JeBaHUM, JIEUCHNE
KOTOPBIX IPOBOJAUTCS 3a CUET CPEeJCTB pernoHainbHoro Oromxkera . Ilocne ycraHoBieHue
JMarHo3a HEOOXOJMMO BKIJIIOUYEHUE TMAallMEHTAa B PErMOHANbHBIA CErMEHT pErucTpa Mo
AKHU3HEYTPOKAIOIIUM peAKUM (opdaHHBIM) 3a00€BaHUSIM, C LENbIO JalbHEHIIEro o0ecreyeHus
HEOOXOIMMBIM JICUeOHBIM NMUTAHUEM U JICKApCTBEHHBIMU IpenapaTaMu. B pa3HbIX pernoHax 3a
BEJICHUE PETUCTpa OTBEYAIOT pas3Hble CIELUAIUCThI, HO Yalle BCEro 3TO BPaYM-TE€HETHUKH,
MIOTOMY TIOCJIE€ YCTAHOBJICHHUS JHAarHO3a 00s3aTelIbHO HYXKHO OOpPATUTHCS K PErHOHATIHLHOMY
Bpauy I'€HETHKY.

Kak Moryt nomoraTs pojHbie u 6mu3kue?

He 3a0piBaiiTe — OT ceMbH Takke 3aBUCHT ycmex jedeHus. HykHo coOmoaarh peKOMEHIalluu,
HU TIPU KaKUX YCIOBUSAX HE JIOIYCKaTh «CPBIBOB» B IMETOTEPAINH, CIEAYeT YACISITh BHUMAaHNE
peadmInTalMyi ¥ IUIAHOBBIM oOciefioBaHUsIM. Bce 4ieHbl ceMbU JTOJKHBI 3HATh, YTO PEOCHOK
HYXKIaeTcsl B 0COOOM NHUTAHUU M OJIM3KHE POJCTBEHHUKHU JIOJKHBI OCBOUTH HAaBBIKU pacyera
JIAETHI.

PonuTenu nmamuenTa ¢ «00J€3HbIO C 3a11aXOM KJIIEHOBOTO CHPOIIa MOYM», a B JJAJIbHEHIIEM U caM
MAUEHT JIOJKHBI ObITh 00y4YeHBI IIPAaBHJIaM OpPTaHU3AlMK TEPANUU B MEXIPUCTYITHBIN MEPUOJT
U B IIEPHO/] YTPO3bl METAO0JINYECKOTO KpHU3a.

Y pebenka mpu cebe Bcerga AOHKHA HAXOIUTHCS TMaMAITKa C YKa3aHHEM HEOTIIOXKHBIX

MCpOHpI/IHTI/Iﬁ B ICPUOJ HAYNHAIOMICTOCA MeTa00IMYECKOI0 Kpusa.
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[Iporuno3 3aBucut oT Gopmbl 3a0ojeBaHusd M Tepanuu. [Ipy CBOEBpEMEHHOM Hauaye JICYCHUs
IPOTrHO3, KaK MpaBuio, OmaronpustHelil. [luety 601bHOMY HEOOX0IUMO COOMIOIATh B TEUEHUU

BCEU )KU3HU.
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Ipuioxkenue B2. IIpumep «3KCTPEHHOM MAMATKH

3KCTpeHHaH mamMmsaTKka

Bunmanmne! IlanmnenT yrposxaem mo pa3sBUTHIO 0CTPOT0 MeTad0JINYECKOr0 Kpu3a,
CBSI3AHHOTO C HACJIEICTBEHHBIM 3200 1€eBAaHHEM.

1. Ilpu3Haku JeKOMIEHCAUN:

- YrHETEeHHE CO3HaHWS;
- BSJIOCTbh, C1a0OCTh, COHJIMBOCTD;

- TIOSIBJICHUE WM YCUJICHUE CYJIOpPOT;

- 0OCeCIOKOMHOE MOBEACHUE, NIAKCUBOCTD;
- CJIaJKOBAaTHIM 3allax MOYM/TENa;

- N3MCHCHHEC MBIIIICYHOT'O TOHYCA.

2. Iloka3zanus K 2ocnumanu3zayuu:
- IPU3HAKK JEKOMIICHCAILIH;

- MHOT'OKpaTHas pBOTa, AUAPEs;

- HH(EKIMH ¢ BHICOKON JTMXOPAIKOIH;

- 00€e3BOKMBAHUE.

3. Ilian peiicTBusA:
IIpu nmoxpo3penun Ha MeTa0OJIMYCCKHIT KPH3:
3.1. CyTo4Has KaIOpUIHHOCTh palioHa yBennuuBaercs Ha 25-50%.
3.2. YBenuuenue 6enka Ha 120% 0T 0OOBIYHON HOPMBI 3a CYET UCIIOIb30BAHUS
CMEeLMANTN3UPOBAHHBIX CMECe Ha OCHOBE aMMHOKHUCIIOT HE COAEPIKAIINX JICHIIHH.
3.3. OrpaanunTth nocTyruieHue jeinnna Ha 50% nnm yopaTh MOJHOCTHIO B 3aBUCHMOCTH OT

CTENIEHU MPOSIBICHUS CUMIITOMOB Ha 24-48y.
3.4. obGecrieunTh 4acThie KOPMIICHUS! HEOOIBIIUMHE MOPIUSMH B TeUeHUE 2449acoB.
3.5. Ilpu HaxoXAeHUM NAIMEHTa JO0Ma, YBEJIUYUTh MOTpeOleHue YIJIeBOAOB JUIs

**

BOCIIOJTHEHUS] KAJIOPUMHOCTH 3@ CUET PACTBOPA JAEKCTPO3bI™™ WM MaJbTOAEKCTpUHA (IPU HUX

OTCYTCTBUHU — CJ'IB.I[KI/Iﬁ KOMIIOT, KI/ICGJ'IL)

Tabm Nel CooTBeTcTBHE MEXIy BO3pPacTOM peOeHKa M 030U JEKCTPO3BI JJIsi SHTEPATBHOTO
MPUMEHEHHS [IPH MOI03PEHUH Ha META00JINYECKUN KPH3.

[24]
BO3pacT P-p nexctpossl (%) Jo3a Ho3a OHeprus
MJI/KT/4 mi/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
6-12:. 25 2,6 65 65
W 6-1251. 30 2,25 54 65
12-15mner 30 1,8 42 50
>151er 30 1,6 38 45

* O0muii 00beM pazzensercs Ha 12 TpueMOB M BBOJIUTCS KaXKIble 2 Jaca.

Bospact (1er) | % manpToneKkcTpuHa Kkkas/100m1 O6beM (Mi1) B 1€HD Yepes
poT

o0 0,5 10 40 Munumanbao 150 mu/kr
0,5-1 12 48 120 mu/kr

1-2 15 60 100 ma/kr

2-6 20 80 1200-1500 mi B CyTKH
6-10 20 80 1500-2000 mi1 B CYTKH
Crapuie 10 25 100 2000-2500 mi1 B CYTKH

3.6. IIp1 HEBO3MOXKHOCTH OCYIIECTBIIATD, MOJJIEPKUBATH MEPOPATILHOE KOPMIIEHHE, YCTAHOBUTH
HA30TacTPAIbHBIN 30H/I.

3.7. IIpu rociuTanu3anuy B CTallOHAp, HA4YaTh HENpepbIBHYIO HHDY3U0 p-poM 10%
JEKCTPO3bI*™* U3 pacyera: HOBOPOXKICHHBIE U AeTh 110 3-x et 10-12mr/kr/muH, ot 3 10 10 jer
8-10 mr/kr/muH, crapmie 10 ner 5-8 mMr/kr/MuH

3.8 KoHTpoJib aHAJIN30B:
- KIIIC, anekTpoauTel, aMMOHHMI1
- O0IIMIA aHAIIU3 KPOBHU
- OTIpe/IeNIeHNEe KETOHOBBIX TEIl B MOYE
- onoxumuueckuit ananu3 kposu (KDK, AJIT, ACT, riroko3a, OunupyOuH o011, MPSMOH,
MoueBuHa, kpeatuHuH, I T'T, IL®, o6mwmit 6enok, anpoymuH, C-p0, Kanui, HATpUH,
KaJIbIIUH, XJIOP)
- CIIEKTP aMUHOKHCIIOT ¥ al[HIKAPHUTHHOB

4. BeneHue mamueHTAa MOCJIe HEOTJIOKHON CUTyallUM:
[Iponomxuth BBei€HNE AEKCTPO3bI 10 CTAOMIN3AIMH COCTOSHUSA, TI0JI KOHTPOJIEM TIIFOKO3bI
kpoBu, KIIC, ypoBHs neiinnHa, BalvHa, U30J€HIIMHA B KPOBU

[Ipu xynupoBaHUY CUMITTOMOB META0OTMIECKON TIEKOMIICHCAITUN, CHUKECHUN 3HAUYCHUN
neiimaa 10 200MMone/n y aereit muaamie S aet, u 300 MMoJIb/1 y AeTel cTapiie 5 JIeT, BeIieHHe
MIPOJYKTOB COACPIKAIIUX HATYPaIbHBIA OCIOK M3 pacuera Y4 HeoOX0JUMOro CyTOYHOro o0bemMa
B IICPBBIN JCHb, /2 - HA 2-3-1 JICHb, ¥4 - Ha 3-4-i1 IeHb, 1ajee B MOJIHOM 00beMe
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Hpunoxenue I'1-I'N. IlIkanbl OeHKH, BOMPOCHUKH M IPyrue OLeHOYHbIE
HHCTPYMEHTHI COCTOSTHUSA NMALUEHTA, IPUBEACHHBbIC B KIMHUYECKHX
peKoOMeHaanuAX

He npumenumo.
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