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Cnmcok cokpameHuit

BKC - 6os1e3Hb KJIEHOBOTO CHpOIIa

I'Sb-remarosnnedanrnyeckuii 6apbep

KHIC — KUCIOTHO-IIIEI0YHOE COCTOSIHUE

JIH®T -Tect — TecT ¢ TUHUTPOGESHUITHAPASHHOM

MPT — marauTHO-pe30HaHCHAsE TOMOTpadus

MC/MC — TanaemMHasi Macc-ClIEKTPOMETPHS

V3U — yabTpa3ByKOBOE UCCIIEAOBAHUE

[HHC — uentpanbpHas HEpBHasI CUCTEMA

BCAA - branched-chain amino acids (aMMHOKHCIIOTBI ¢ pPa3BETBICHHOM IIEMbIO: JIEHUIIUH,
W30JICUILIMH U BaJIMH)

BCKD - Branched-chain Alpha-keto Acid Dehydrogenase (xommiekc ¢epMeHTOB

JeTUAPOTEHA3HI ANTb()a-KETOKUCIIOT C Pa3BETBICHHOM LIEIBIO)



TepMuHbI U onpeaeIeHUs

FeMO)IHa.J'IHS — MCTOA BHCIIOYCYHOI'O OYUIIICHUSA KPOBU, BO BPEMs KOTOPOT'O IMPOUCXOAUT
YAaJI€eHUE M3 oOpraHudMa TOKCHYCCKHX IIPOAYKTOB obMeHa BCIIECTB, HOpMaJIM3aluAa
HapymeHI/Iﬁ BOOHOI'O U 3JICKTPOJIMTHOI'O 6a.]'IaHCOB, IIpH 5TOM OYHIICHUE KPOBU OCYHICCTBIACTCA

4YCpe3 HCKYCCTBCHHYIO MeM6paHy C IIPUMCHCHHUCM aIlrapara «MCKyCCTBCHHAA IMOYKa».

Metadojiuueckuii KpPHU3 — KPUTHYECKOE, YrpOJKalollee JKU3HH  COCTOSIHHE,
CIPOBOLIMPOBAHHOE  HEOJIArONPUATHBIMU  (akTopamu, OOYCIAaBIMBAIOIMIMMU  YCUJICHUE
IPOIIECCOB KJIETOYHOIO KaTabolIM3Ma ¢ HAKOIUICHHEM IMPEUMYIIECTBEHHO JICHIIMHA U JAPYTHX
AMHMHOKHCIIOT C Pa3BETBJICHHOMH IIETIBIO U MPOSBIIIONIEECS OCTPO BO3HUKIIEH SHIIE(aTonaTHeH,

,I[I/ICTOHI/Ieﬁ, CyaoporamMu, nmpucTtynamMu pBOThbI, IPU3HAKAMU OTCKA MO3Ta.

HepI/ITOHeaJIBHLIﬁ AHAJIU3 - MCTOJ BHCIIOYCYHOI'O OYHIICHHUA KPOBHU, BO BpPEMA
KOTOPOro mnpoucCxoduT YAAJICHHUC H3 OpraHu3Ma TOKCHUYCCKUX ITPOAYKTOB obMeHa BCIICCTB,
HOpMaIM3anus HapymeHHﬁ BOAHOT'O U 3JICKTPOJIMTHOI'O 6aJIaHCOB, IIpru 3TOM OYHUIICHHUEC KPOBHU
IMPOU3BOJUTCA 3a CUET CMEHBI CIICOUAJIBHBIX PACTBOPOB B 6pIOIHHOfI IIOJIOCTH, a B Ka4YCCTBC

MeM6paHI>I BBICTYIIACT 6pIOI_HI/IHa nmanucHTa.

Huka Kpedca (1ukin TpukapOOHOBBIX KUCIOT, LMKJI JUMOHHON KHCIOTBI) — CIIOXKHBIH
LUKIMYECKHH (epMEHTAaTUBHBIN Mpolecc, IPU KOTOPOM B OpPraHU3ME IMPOMCXOJUT OKHUCIECHUE
MUPOBUHOTPAJHON KHUCIIOTHI ¢ 00pa30BaHUEM YTJIEKUCIIOro rasa, BoJbl U sHepruu B Bujie ATO,
3aHMMAET LEHTPaJIbHOE TOJIOKEHUE B 00IIel cucTteMe OoOMEHa BEIIECTB W JHEPIMM KUBBIX

OpTraHHUu3MOB.
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1. Kparkast unpopmanus no 3a00,1eBAHUIO0 UJIN COCTOSIHUIO (TPYyIIIe
3a200J1eBaHUI MJIH COCTOSIHUI)

1.1 Oupenenenue 3a00J1eBaHU HIH COCTOSHNSA (IPYHILI 32001€eBAHNUN HJIH COCTOSHMI)

BoJie3nnb «kjeHoBoro cuponay (neinuHo3) (bBKC) — HacnencTBenHnoe 3aboneBanue u3
TpyNnbl  aMUHOANUJIONATHH, OOYCIOBIIEHHOE JEPUIIUTOM JACTHUAPOTECHA3bl KETOKHUCIOT C
pa3BETBICHHOW IIEMbI0, MPHUBOJANICE K HAPYIICHUIO METa0OIM3Ma aMUHOKHUCIOT JIeHIHA,
U30JICHIIMHA, BaJIMHA. 3a00JIeBaHUE XapaKTEPU3YETCs IMUPOKUM KIMHUYECKUM MOTMMOpPHHU3MOM
OT TSOKENBIX (OpM, MPOTEKAIOMIMX B BUJAE OCTPOH MIIAJCHYeCKOW OdHiedaronaTuu

(OONMBIIMHCTBO CIy4yaeB) 0 JIETKUX (OpM, MaHU(PECTUPYIOUIMX B IOAPOCTKOBOM BO3pacTe

[3,4,6,10].

1.2 DTHoJ0rNg U NATOreHe3 3200J1eBAHN WJIH COCTOSHUSA (IPpyNnbl 32001eBAHMI WJIN
COCTOSIHMA)

3aboneBaHne BBI3BAHO JEPUIMTOM KOMIUIEKCa (EpMEHTOB JErHapoTreHa3bl anbda-

KeTokuciaor ¢ pasBerBienHoir 1enpio  (BCKD - Branched-chain  Alpha-keto  Acid
Dehydrogenase), oOecrieyrBarOIIMM OKHUCIUTEIBHOE eKapOOKCHIMpPOBaHKE (BTOPOi 3Tam
KaTaboJIM3Ma) aMHHOKCHIIOT C Pa3BETBICHHOM LENbIO: JICHIMHA, n3oeinuna u BanmuHa (BCAA
- branched-chain amino acids). DT1oT MyJIbTH(EPMEHTHBIH KOMILIEKC, AaCCOIMHPOBAH C
BHYTpEHHEH MeMOpaHOW MUTOXOHJAPUI M COCTOUT W3 3 KaTaIUTUYECKUX KOMIIOHEHTOB: Ei
(cocrout u3 2-x ormenbHbix cyobeauuun Ela w E1B), E2 u Es m acconumpoBan c 2
perynstopabiMu  pepmentamun BCKD-docdatazoit 1 BCKD-kunazoit. Kodepmentom Ela-
cyobenuuunbl  caykut TtHamMuH nmpodocdar. BKC oOycrnoBnena wmyTanusMd B TeHax,
komupytonmmx El, E2 u E3 xommonentst BCKD: rem BCKDHA (Ela-cyObenunmuma)
JIOKAIM30BaH Ha JUIMHHOM Iutede Xpomocombl 19 (19913.1-q13.2); ren BCKDHB (E1B-
CyObeIMHHIA) - Ha KOPOTKOM Iiede XpoMmocombl 6 (6p22-p21); ren DBT (E2-mpotenn) — Ha
kopotkoMm Tuiede xpomocombl 1 (1p31l); rem DLD (Es-mporewH)- Ha AIMHHOM Iuieue 7
xpomocombl (7031-032). Tun nacnemoBanusi 3aboneBanusi BKC — ayToCOMHO-perieCCHBHBIM
[3,6,10].

ITaTorenes 3abosieBaHUs CBSi3aH C HapylleHHEM OOMEHa M HAKOIUIGHHEM B
OMOJIOTUYIECKHUX JKUIKOCTSIX aMHHOKHUCIIOT C Pa3BETBICHHOH IIEMBIO, a TaK )K€ MX IMPOU3BOTHBIX
— 2-0KCO-U30KaPOHOBOH, 2-THAPOKCH-MU30KAPOHOBOH, 2-0KCO-3-MEeTUIIBAJIEPUAHOBOH, 2-0KCO-
U30BAJIEPUAHOBOM,  2-TUAPOKCH-U30BAIEPUAHOBOM U 2-TMJIPOKCU-3-METUIIBAJICPUAHOBOM
kucinoT. OCHOBHOM HelpoTokcuueckuil 3¢ (ekT 00ycCIIOBIEH BHICOKMM YPOBHEM JICHIIMHA U €ro

MeTabonuToB. ['unepaednuHeMusi UHTUOMPYET TPAHCIOPT TUPO3HMHA, TpuUnTtodaHa U JPYrUX



HE3aMEHUMBIX aMHUHOKHCIIOT uepe3 remarodHredamnueckuii 6aprep (I'96) u, Takum obpazom,
OTpaHMYMBAET JOCTaBKy CYOCTpaTOB Uil CHHTE3a KaTeXOJaMHHOB, CEpOTOHMHA U Oelka B
TFOJIOBHOM MO3re, 4YTO BeIeT K HeHpOMEeAHaTOpHBIM paccTpoiicTBaM. bomblnyio poib B
NaToreHe3e Wrpaer KeToalua03, OCMOTHYECKas [UCPerylisilus, THUIIOHATpUEMHs, OTeK U
aTpodust TKaHM MO3ra, BTOPUYHAS THUIIEPAMMOHHEMHsS, HEAOCTATOUYHOCTh TIIIOKOHEOTeHe3a
TUTIOTJIMKEMHS, a Takke AUCQYHKIHMS MUTOXOHJPHAINBHOW JBIXaTeNbHOW IEMu U
OKHUCIUTEIBHOTO (hochopuiarpoBaHusl.

[Ipu 3aboneBanuu, cBsizaHHOM c Jedekrom Esz-mporenna, maroreHe3 Ooiiee CIOMXKEH.
VYka3zanHas CyObeIMHHUIA CITYKUT KOMIIOHEHTOM HECKOJIBKUX MYJIbTH(QEPMEHTHBIX KOMILIEKCOB:
JETUIPOreHas3bl KETOKUCIIOT C Pa3BETBIEHHOM 1LIETIbIO, TMPYBATAETUPOr€HA3HOIO KOMIUIEKCa U
0-KETOTJTyTapaTACTHAPOTeHA3HOTO KOMIUIEKCa, MPUHUMAIONINX Yy4yacTHe B MeTabolu3Me
nupyBata u ¢yHKunoHupoBaHuu mukiaa Kpebca. CrnenctBueM nedexra 3TUX KOMILIEKCOB
SBJISIIOTCS PacCTPOMCTBA KJIETOYHOM OHOSPHEPTeTUKUM U JIaKTaT-allui03, IMO3TOMY JaHHBIM
BapHaHT 0OBIYHO KJIACCH(PHUIMPYIOT KaK MUTOXOHIpHaIbHOE 3aboneBanue [6,8,10].

Cxema wmerabonuyeckux HapyuieHui, HaOmonpatomuxcs npu BKC, mpencrasiena B
[Tpunoxenuun I'1.

1.3 DnuaemMunosaorus 3a00J0eBaHNA WJIH COCTOSHUSA (rpynnbl 32001€BAHNI MJIM COCTOSTHUI)

3abosieBaHUE SIBISCTCS MAHATHUYECKUM. YacToTta cpeau HoBOpoxkaeHHbBIX 1:185000 [16]

B HekoTOphpIX MOMyNsIUSX BCTpeyaeTcss ¢ Oonbliell YacTOTOW: dYacToTa cpenu
JKUBOPOXKJICHHBIX Y eBpeeB-amkeHa3u cocrabisser 1:26000, y rammiickoro HaceJcHHsS B
Wcmannu- 1:52 500, y menHoHUTOB- 1:176.

1.4 Oco0eHHOCTH KOAMPOBaHUA 10 MeKIVHAPOAHOM CTATHCTHYECKOH KaaccupuKanun

0oJie3Hell u mpodJeM, CBI3aHHBIX ¢0 310poBbeM (MKB-10)

E71.0 — Bone3np «KJIEHOBOTO CHPOTIaY.

1.5 Knaccudukanus 3a001eBaHud UIH COCTOAHNSA (IPYNNbI 32001¢BAHUN UJIU COCTOSTHU)

Brigenstor Heckonbko-kInHUKO-TeHeTndeckux Gopm BKC B 3aBucMMOCTH OT BO3pacTa
MaHU(ECTAINH, TSKECTH KIMHUYECKUX CHMIITOMOB W BO3MOXKHOCTH OTBETa Ha JIEUCHUE
HTHaMHUHOM™ ™!

O KJIacCH4ecKasl, WM HeoHaTallbHas (Hanbouiee yacras);
O MPOMEXKYTOYHas;

O HHTEPMUTTUPYIOLIAS;

O THaMHUH-3aBUCHUMas;

o oOycnoneHHas nepunutoMm Es-npoTenHa u conpoBOXKAAI0MIAsACS JTaKTaT-alll1030M



1.6. Kiinanyeckass KAPTHHA 3200J1eBaAHNS WJIM COCTOSSHUSA (IPVINbI 32001eBaAHNIT WIN

COCTOSTHM )

Knaccuueckast ¢opma 3a0osieBaHMs W BapuaHT OOYyCIIOBIEHHBIN aedunurom Es-

poTeruHa OOBIYHO J1EOIOTUPYIOT B HEOHATANBHBIN MEPUOJI, B TO BpeMs KaK ocTajbHble (OpPMBI
MOTYT MaHU(ECTHPOBATh B JIOOOM BO3pacTe € JIEKOMIICHCAIMEW B MEPHOABI MOBBIIIEHHOTO
KaTaboyin3Ma, MHTEPKYPPEHTHBIX MH(eKnuiax. KinHuueckue mpu3HaKu KJIACCHUECKOW (hOpMBI
BKC, kak mpaBwiio, MposBISAIOTCS HAa NEpPBOM Henene xu3HU. [Ipu Manudecranuum sta dhopma
XapaKTepU3yeTCsl TeHEPAIU30BAHHBIMU CYAOPOraMH, MOBBIIIEHHONH BO30YAMMOCTBIO (PE3KHii
KpPHUK), OTKa3oM OT MHINM, YHNOPHOH pPBOTOM, MBIIICYHBIM THIIEPTOHYCOM, IPHU3HAKAMH
00e3BokMBaHUs. Bo030yXIeHHEe CMEHSeTCS BSJIOCTbIO, YTHETEHHEM IICHTPaJbHOW HEPBHOMN
CUCTEMBbI, COMHOJICHIIEH, KOMOW, TMOSBISETCS MapaJOKCAIbHOE [bIXaHue, cialblil MmyJbC.
[leproapl MBIIIEYHOTO THUIEPTOHYCA UYEPEIYIOTCS C BBIPAKEHHOHM TUMOTOHUEH. XapaKTepHbI
CTEpPEOTHUITHBIE IBMKCHUS, TAKHE KaK «(PEXTOBAHHE» U «€3/1a Ha BEJIOCUTICICY .

3a0oJieBaHNE MIPOTEKAET OUYEHb TSKEJIO U HEPEJKO IPUBOJUT K JETAJILHOMY MCXOAY B paHHEM
JETCKOM BO3pacTe (OCHOBHOM MPUYMHON CMEPTH SBISETCS OTEK MO3Tra).

Y npereii crapme 1 roma HaOmrogaeTrcs 3alepikKKa IMICHUXOMOTOPHOTO Pa3BHUTHS,
YMCTBEHHasl OTCTalOCTh, OOJM B DJIUIracTPUM, AHOPEKCHs, pPBOTA, MBIIIEYHAsS CJIa0OCTh,
U3MEHEHHBI YpPOBEHb CO3HAHWS, HApyIICHUS [JBIDKEHHS, aTakcus, MCHUXHATPUYECKUE
CUMITOMBI, 3pPUTEMATO3HbIE BBICHIMAHMS, YacThle WH(EKIIMOHHBIE 3a00JI€BaHUS, CYAOPOKHBIN
CHUHJIPOM. ONM30]bl META0OJMYECKON JIEKOMIIEHCAlUH MOTYT IPOBOLIMPOBATHCS JIMXOPAIKOM,
uHOeKe, (GU3NYeCKNMH YIPAKHEHUSMH, TPaBMOW WM XHPYPTUYECKUMHU OIEpalUsIMU
[3,4,6,19,23].

WNutepmurtupytomas ¢opma 3aboieBaHus SBISETCS BTOPOM IO YAcTOTe IMocie
KJIaccu4eckoil (hopMbl M MMeeT OoJiee JeTKYI0 KIMHUUECKYI0 KapTuHy. [lalueHTs! pa3BuBaroTCs
B COOTBETCTBUHU C Bo3pacToMm 10 1-2 ner, korga Ha (oHE MHTEPKYPPEHTHBIX 3a00JeBaHUN U
nocjie BBICOKOOENIKOBOM JHMEThl pa3BUBAIOTCS AMH30/bl META0OJUYECKOW JEeKOMIIECHCAINH,
COIIPOBOK/AIOIIMECS] HAPYLICHUSMHU CO3HAHUS (COMHOJEHLHUs, JIeTaprus, Koma), aTaKCHe,
CyJIOpOTraMu, Crielu(pUIeCKUM 3araxoM MOYH (CIIaKkui, kKapamenbHbIi) [14,23].

[Ipomexyrounas  ¢opma  3aboneBaHMsl  XapakTepuzyeTcss  mIpodiemMamMu  co
BCKapMJIMBaHHUEM, 33/ICPKKON (U3NYIECKOTO Pa3BHUTHS, 3a/ICPKKOM TICHXOMOTOPHOTO Pa3BUTHS,
MHTEJUIEKTYyallbHOW ~ HEOCTaTOYHOCTBIO, CYAOpOraMH M JIPYTMMH  HEBPOJIOTMYECKUMU
HapylEeHUsIMU, ONTMCAHHBIMU TIPU KJIaccuueckoit popme 3aboneBaHusl.

ToyHO HEW3BECTHO, CYHIECTBYIOT JH (opMa OOJE3HU MOTHOCTHIO UYBCTBHUTENbHAs K
THAMHHY ¥ HE HYXXJAroIascs B Auerorepanud. CUATAeTCs, YTO TH MAIIMEHTHl HMEIOT BHICOKYTO

ocTaTo4Hylo akTuBHOCTH (hepmenTa BCKD ex vivo 10 40% oT HOpMBI U KJIMHUYECKOE TeUeHHeE,
8



AHAJIOTMYHOE TIPOMEXYTOUHOH (hopme. Ha cerogHsmiHuii 1eHb HU OJWH TMAIMEHT C «THAMHH-
gyBcTBUTEIbHBIM» BKC He monydan nedeHue ToybKO #ruamuHoM™*. Tepamusi BKiIrOYaeT
KoMOuHanui #ruamuHa** (mo3bl ot 10 mo 1000 mr / neHb) ¢ IUETUYECKHM OTpaHUYCHUEM
pa3BeTBIEHHBIX aMUHOKKCIOT [15,16,24, 38, 39].

Knunndeckas kaptuHa mpu ¢opme 3aboneBanus, oOycioBieHHON nedunurom Es-
MPOTEUHA, CXO0XKa C MPOMEKYTOUHOH (HOpMOIl OOJIE3HU «KIIEHOBOTO CHPOIa» 33 MCKIIOUYECHUEM
paHO BBIABIISIEMOTO JIAKTAaT-allM103a. 3a00JIeBaHNE UMEET MUPOKUH (DEHOTUTTUUECKHHA CIIEKTP OT
paHHEHd HEBPOJIOTMYECKOW MaHHdecTallud A0 HW30JUPOBAHHOTO IMOPAKCHHUS ITICUYCHH,
MIPOSIBIISIOIIETOCS BO B3POCIOM BO3pacTe.

Jlist Bcex neTeil ¢ OONEe3HBI0 «KIIEHOBOTO CHPOIA» XapaKTepPeH HEOOBIYHBI apOMAaTHUYECKUUN
3armax MOYH, ONMCAHHBIN KaK 3arax KJICHOBOTO CHPOIIa WJIU 3aIax KapaMeiu.

HuddepeHunanbHplii  UarHo3  cieayeT MPOBOJUTH C  TUINOTIMKEMHUYECKHUMHU
COCTOSIHUSAMH  (HampuMep  THIEPHHCYJIUHH3MOM), MEHUHTHUTOM, SHIEPATHTOM,
TUTIOKCUYECKUMH  TIOPOKCHUSMU IICHTPAIBHONH HEPBHOW CHCTEMBI, BHYTPUYCPEITHBIMU
KPOBOUBJIUSHUSAMHU, BHYTPUYTPOOHBIMU HH(MEKIUSIMH W  HACIEACTBEHHBIMU HAPYIICHUSIMHU
oOMEHa BEIECTB, KOTOpPHIC TMPOSBISAIOTCS B  HEOHATaJIbHBIM Tmepuoxa: Aehuuut Oera-
KETOTHOJIa3bl, HAPYIICHHUE [IUKJIA MOYCBUHBI, TIWIUHOBAs 3HIedanonatus (HEKETOTHYECKas
TUICPIIIMIUHEMUS), C APYTUMHA (QopMamMH aMHUHOAIUIONATANH W OPTraHWYECKHUX allUIdypHid,
MHUTOXOHJIpHAIBHBIMH OOJIC3HSMH W JeTeHepaTHBHBIMU 3a00s1eBanusmu [THC.

BrisiBneHne MalMeHTOB TpHU MPOBEACHUM HEOHATANFHOTO CKPUHHHTA 3HAYUTEIHHO

CHIYKAET PUCK YMCTBCHHOW OTCTAJIOCTH, ICUXUYECKUX  COMATUYECKUX HapylieHui [8, 26].

2. IMarHoCTUKA 3200J1eBaHUS WIN COCTOSIHMS (TPyNIbI 3200/1€BaHU WK
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA M NPOTHBONOKA3aAHUSA K IPUMEHEHHU IO
METOJ0B IMATHOCTHKH

HHuacnocmuxa BKC ocnosana Ha ananusze poOOCIOBHOU, OyeHKe OaHHbIX aHAMHe3d,
KIUHUYECKUX NPOSAGNEeHUU, pe3VIbmamax OUOXUMUYECKO20 U MOJIEKYIAPHO-2eHEMUUEeCKO20

uccaedo8anull.

2.1 ’Kaa00bLI M aHAMHE3

Ilpu cbope anamuesa u xanob pekomMeHO08aAHO 0OpamMumMs GHUMAHUE HA.!
—  OmMAOWEHHbI CceMelMblll aHaMHe3 (Hanuyue 6 cembe DOIbHO20 ¢ NOOMBEPIHCOCHHBIM
ouaernoszom BKC, nanuuue 6 cemve ciyuas CUHOpOMA «BHE3ANHOU CMePMU MAAOeHYa»)

- BHe3anHoe yxyouieHue cOCMosaHus Ha (hoHe nonozo 300posvs uiu OPBHU,
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HapyueHus 8CKapMIUSAHU,
yacmole CpuleUBAHUS;

psomy;

VeHemeHue CO3HANUSL,

85710CMb, CLAOOCMb, COHAUBOCTb,

cyoopoau,

becnokoiinoe nogeoerue, NiaKkCugoCmy,

NOBbIUEHHOE NOMOoOmOeneHuUe,

MBIUEUHYIO 2UNOMOHUIO/MbIUUEYHBLU 2UNEPIOHYC;

HENnpoU380bHblE/HACUTILCMBEHHblE  08UdICeHUs.  («gexmosanuey u  «e30a  Ha
senocuneoey);

CAOKo8amMbIll 3anax mMoyu/mend,

Hauano zabonesanus 6 oemckom eozpacme moancem ObimMb CEA3AHO CO czzedy}owwwu

Gaxmopamu:
O ynompebieHue O0NbULO20 KOIUYecmBa DEeIK080U NUUU;
O OlumenvHoe 20100aHue, HeONPAasOaHHble 0SPAHUYEHUs 8 dueme, HU3KAs KAJOPUUHOCTb
nUWe8020 payuona,
O UHMEPKYppeHmHble pPeCnUpamopuvie Ul  HCeTYOOUHO-KUULeUHble  UHPDEKYUOHHbIe
3a001e6aHU;
O ¢husuyeckas umu NCUXOIMOYUOHATIbHASL HASPY3KA.

2.2 DuzukajabHoe 00CJIe10BAHNE

Iayuenmy c nooospenuem na BKC cnedyem nposecmu  ¢husuxanvroe obcredosanue, oopawas

6HUMAHUe HA ¢M3M’{€CK06 u ncuxuveckoe paseumue, mypcop KOIHCU, MbIULEYHBLL MOHYC U

HeoObIYHbIL  3aNax MOYU U Koofcu, NOX0JHCULL HA 3aNaX KIEHOB020 cupona.

Ilpu ocmompe HeobxoOumo obpamums GHUMAHUE HA OCHOBHblE (UIUKATbHBLE

npo:AeieHusl.”

HeOHamanbHbLil NEPUOo

85L710CTb, COHIUBOCTID,
HapyweHue CO3HanUsl (Conop, Koma);

cyoopoau,

peoma, omkas om eovl,

anHos;

nomepst MACcol Meid, 3a0ePHCKA PU3ULECKO20 PA3GUMUSL,

3a()ep9fc1<a MOMOPHO2O paszeumust,;
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- MblUeYHAsl 2UNOMOHUS,

- nupamuomuvie  HapyuileHus  (NOGblUleHUe  CYXOJNUCUNbHLIX  peqhiekcos,  Haauuyue
HAMONI02UHeCKUX CIMONHBIX 3HAKOB),

- mpemop;

- Henpou3B0ibHbIe/HACUILCINBEHHblE — O8UJICeHUsl  («gexmosanuey u  «e30a  Ha
senocuneoey);

- KIUHUYecKue NpU3HAaKU Cencucd.
Jlemu nepeuix 1em sicuznu

—  INU300UYeCcKU 803HUKAIOWAS PBOMA,

—  3A0epiHcKa NCUXOMOMOPHO20 U PeUe8020 PA3EUNMUSL,

—  UBMeHeHUe MbIUeUHO20 MOHYCA,

—  nepuoouxecKdst amaxcus, mpemop;,

— cydopoeu;

—  UHCYIbMONOOOOHBIE COCMOSHUA.

1100po6HO Oannble PU3UKATLHO20 0OCIE008AHUSL ONUCAHBL 8 PA30eTie «KIUHUYECKAs KAPMUHA).

2.3 JIaGopaTopHbIe ANATHOCTHYECKHE UCCIeI0BAHUS

° Pexomenayercs Bcem nanueHTtam npu nogospenun Ha BKC uccnenoBanne KUCIOTHO-
OCHOBHOT'O COCTOSTHHSI M Ta30B KPOBH (B T.d., HCCIICJIOBAHUE YPOBHS BOAOPOIHBIX HOHOB (pH)
KpPOBH, UCCIIEJJOBaHUE YPOBHsI Oy(epHBIX BEUIECTB B KPOBU), YPOBHS TIIIOKO3bI B KPOBH, YPOBHS
HATpUsl B KPOBH, YPOBHSI MOJIOYHOW KHCJIOTBHI (JITaKTaTa) B KPOBH, YPOBHS aMMHaKa B KPOBH,
KETOHOBBIX TEJI B MOU€ HKCIPECC-METOJIOM C LIENbI0 AUArHOCTUKHM METAa00IMYECKUX HapyIIeHUH
UX KOPPEKIMH U OTpeIelIeHHs TAKTUKH JalibHelero seaenus [3,6,8].

YpoBeHb yOeIUTeJILHOCTH J0Ka3aTebCTB — C, ypOBEeHb J0CTOBEPHOCTH J0KA3aTeIbCTB- 4.
Kommenrapun: y nayuenmosé ¢ BKC 6 nepuood memabonuueckozo Kpusza onpeoesnsemcs
Memabonuyeckutl  Kemoayuoo3, — SUNOHAMPUeMUs,  SUNOTUKeMUS,  CUNEPaAMMOHUEMUS,
conpogodicoarowuecss yepo3ol omeka Mo3ea U mpebdyrowue UHMEHCUBHOU KOPPeKyuu
8bIABIEHHBIX HapyweHull. Mccnedosanus 6 ciyuae 0cmpo2o coCmosAHUs He0OX00UMO NpoGecmu 8
CPOUHOM NOPSIOKe.

. PexoMenayercsi nposefeHHe OOIIEro (KIMHUYECKOT0) aHajln3a KPOBU Pa3BEpHYTOTO
(reMOrsio0MH, KOJIMYECTBO HPUTPOLMTOB, IBETOBOM IOKa3aTeb, KOJWYECTBO JIEUKOIUTOB,

TpOM6OLII/ITOB, HeﬁKOHHTapHaH (I)opMyna H CKOPOCTb OCCHaHUA 3pI/ITpOI_[I/ITOB) nanmueHTaMm C
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kuHUYeckuMu TposiBieHussMu bKC Ui OIleHKM OCHOBHBIX IMapaMETPOB KPOBETBOPEHUS U
HAJIMYHs BOCIAIMTEIBHBIX Iporeccos [24, 31].

YpoBeHb yOeAUTEIbHOCTH 10Ka3aTedbCTB — C, ypPOBEHb J0CTOBEPHOCTH /10KA3aTeJIbCTB- .
o Pexomenayercss mpoBeieHue oOmEero (KIMHUYECKOr0) aHalu3a MOYM NallMeHTaM C
kiuHu4Yeckumu nposisneHussMu BKC A oneHky cOCTOSHHMSI MOUYEBBIBOJIALIMX MyTEH U MOYEK
[24, 31].

YpoBeHb y0enuTeIbHOCTH 10Ka3aTebCTB — C, ypOBEHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
o Pexomenayercs npoBefieHHe OMOXMMUYECKOTO aHaIN3a KPOBHU OOIIETEpParneBTUYECKOTrO
(rmroko3a, oOmwmii Oenok, OenkoBble (pakuu (UCCIEIOBAaHUE YPOBHS allbOyMHHAa B KpOBH,
ompeneseHue anbOyMHH/TI00YIMHOBOTO COOTHOIICHHS B KPOBHU), OOIIMH, CBSI3aHHBIA U
CBOOOAHBINA OWIMPYOWH, XOJECTEPUH, TPUIIMIEPUABI, JHUIONPOTEUAbl HU3KOM M BBICOKOU
IUIOTHOCTH (MCCIIEIOBAaHUE YPOBHSI JIUTIONPOTEHHOB B KPOBH), mienouHas ¢ocdaraza, ramma-
[IIIOTAaMIJITPAHCIICNITHAA3a, KPEaTWHUH, MOYEBMHA, alaHMHaMmuHOTpaHcdepaza (AJIT),
acnapratamuHoTpancdepaza (ACT), kanpiuii oOMUN W HMOHM3UPOBAHHBIN, HATPUM, Kalui,
Heopranuueckud  gochop, xenezo u  deppurun, CPB) mnanmentam ¢ KIMHUYECKUMU
nposiinenusiMu BKC is orieHKk# (yHKIIMOHATIBHOTO COCTOSIHUSI BHYTPEHHHX OPTaHOB, HATUYHUS
UH(EKINOHHBIX OCIIO)KHCHUH U HYTPUTUBHOIO cTaTyca nanuenra [24, 32].

YpoBeHb yOeAUTEIbHOCTH A0Ka3aTedbCTB — C, ypPOBEHb J0CTOBEPHOCTH /10KA3aTeJIbCTB- D.

° Pexomenayercsi KOMIUIEKCHOE — OMNpeAENeHHWE  KOHIIGHTpPAIlMM  aMUHOKUCIOT U
AIWIKQPHUTUHOB B KPOBM METOAOM TaHAEMHON Macc-CIEeKTPOMETPHH, KOMIUIEKCHOE
OTpesicNieHue COJCPKAHMSI OPTaHWMYECKHX KHUCJIOT B MOYE IMMallMeHTaM C KIMHHYCCKUMU
nposiienusmMu BKC ¢ 1enpro OHOXMMHYECKOTO TIOATBEPIKICHHS qruarHo3a [6,8].

YpoBeHb yOeAUTEIbHOCTH A0Ka3aTedbCTB — C, ypPOBEHb J0CTOBEPHOCTH /10KA3aTEJIbCTB- D.
KommenTapwmii: npu BKC noswviuwaemcs konyenmpayus aMuHOKUCIOM JIeUYUHA, U30J1etuyund,
BANUHA 8 KPOBU, A MAKHCE COOMHOULeHUST Netiyur+u3onetiyur/aianun, 8aluH/peHuIaianun u
Jetyun+u3onetyur/peHunananut, 8 moue Habarodaemcs nosvluleHue IKCKpeyuu OpeaHudecKux
KUCTIOM - 2-0KCO-U30KANPOHOBOMU, 2-2UOPOKCU-UZOKANPOHOBOU, 2-0KCO-3-Memuieailepuanosoll,
2-0KCO-U308A71ePUAHOB0U, 2-2UOPOKCU-U308ANEPUAHOBOL U 2-2UOPOKCU-3-MeMUNIBANEPUAHOBOT
Kuciom. BosmoxcHvle Konebanus KOHYeHmpayuu amMuHOKUCIOM 8 Niame Kposu npeocmasieHvl
6 npunodxceruu 1'6.

° Pexomennyercs nposeaenne ananuza reHoB BCKDHA, BCKDHB, DBT u DLD Bcem
MaIUeHTaM ¢ KJIMHHYECKAMU U OnoxuMudeckumu nposiiieHnsMu BKC ¢ menbio MosekysipHo-
TCHETUYECKOTO MOATBEPKACHUS Auarnosa [3, 5, 6].

YpoBeHb yOeAUTEIbHOCTH A0KA3aTeNbCTB — C, yPOBEHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB- .
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KomMmeHnTapuii: HeobOxooumo ucciedosanue KOOUPYIOWUX U NPULELAIOWUX UHIMPOHHBIX
oonacmeti cenoe BCKDHA, BCKDHB, DBT u DLD memoodom maccosoco napannenbroco
CeKBeHUPOBAanUs (ananus sK3oma uiu mapeemmusie navenu). Haubonee wacmo ecmpeuaromces
mymayuu 8 2ene BCKDHB (~60% 6cex ciyuaes), 603MOMCHO HAUAMb UCCIE008AHUE C IMO20
eena memooom ceksenuposanus no Ceneepy. Mymayuu 6 ecene DLD 6edym x ocobou ¢gpopme
Oone3Hu, Komopas paccmampugaemcs Kaxk MumoxoHopuaivhoe 3abonesanue. Ilpu nodosperuu
Ha BKC, yuumwigas puck pazeumusi MCUSHEYZPONCAIOULe20 COCMOSHUA, JledeHue cledyem
HA4uUHamo 00 6blAGIeHUs MOJIeKVIAPHO-2eHemU4ecKoll npudunsl bone3nu. B ciyyae npumenenus
MEMO008  MONEKYIAPHO-2EHEMUUECKO20 — UCCIe008AHUSL  NPU  NOOMBEPHCOEHUU — OUACHO3A
Heobxo0umMo obcnedosanue pooumeneli NAYUeHMA HA 2eMepO3USOMHOe HOCUMENbCMBO
BbIAGNIEHHbIX MYMayuti ¢ NoC1e0ylWUM UCHONb308AHUEM pPe3YIbMamos 00Cie008aHUus npu

npoeedenul npeHamanibHou ouazHocmuxu 6 ungopmamusuvix no BKC cemvsx [1,3,4,5].

2.4 HHCTpYMeHTAJIbHbIE THATHOCTHYECKH E HCCIe10BAHUS

° Pexomenayercst mpoBeeHHE MarHUTHO-PE30HAHCHON TOoMOrpaduu TOJOBHOTO MO3ra
nanueHTam ¢ KauHudeckumu nposiBieHussMu bKC (0co6eHHO B OCTpbIii IEpHOJ U MPU HATHYUU

HeBpOHOFquCKOﬁ CI/IMHTOMaTI/IKI/I) C LCJbIO BBIABJICHUS IPHU3HAKOB OTCKa I'OJIOBHOI'O MO3ra

[12].
YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, YypOBEHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- 4.

KommenTapuii: Haprxoz no nokasaumusm. Y nayuenmoe ¢ BKC mozym ommeuamvca kax
ougpysnvie, max u JIOKATbHblE OMEKU MKAHEl 20N06HO20 Mo32d. JIokanvHvle omeku y
nayuenmos ¢ BKC 6 ocnognom 3ampacusarom Oenoe 6ewecmeo MO3JCeuKd, CMEOoa Mo3ed,

Oreonbll wap, sHympenHioro kancyry u maiamyc [11,12].

o Pexomenayercst mpoBeneHHE HeWpocoHOrpapuu TMalUeHTaM C  KIWHUYECKUMU
nposineHusiMu  BKC (ocoOeHHO B OCTpBIA TEpUOA U TpPU HAIMYUU HEBPOJOTHYECKOU
CHUMIITOMATHKH) C TEJIbIO BBISIBJICHHSI TPU3HAKOB OTEKa TOJIOBHOTO Mo3ra [42, 43].

YpoBeHb YOeAUTEIbHOCTH A0Ka3aTedbCTB — C, yPOBEHb J0CTOBEPHOCTH I0KA3aATEIbCTB- 4.
KommenTapmii: sviaenaiomes sxoepaguueckue npusHaku omexa 201081020 mosea: [uggysnoe
NOBbLULEHUE IXO2EHHOCTNU NAPEHXUMbL 20T08HO20 MO32d, CHUMCEHUe OupghepeHyuposku 60po30 u

U36UTUH, meﬂeeudele JIUKBOPHbIE npOoCmMpaHcmed.
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° Pexomenayercsi npoBenenue annekrposHnedanorpapun (3317) maumenram ¢ BKC npu
HATMYUU HEBPOJIOTMUYECKON CHUMIITTOMATHKH ISl BBISIBIICHUS SMMUJIEITHYECKON aKTUBHOCTH (TIpU
JUArHOCTHKE M Jajice PH HAIWYKE CYI0POKHOro cuHapoma) [23, 33].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapuu: 6 mom yucne 331 ¢ 6udeomonumopuneom.

° Pexomenayercsi 1mpoBeieHHE YIbTpa3BykoBoro ucciegoBanusi (Y3U) opraHos
OpromiHoii mosoctu manueHTam ¢ BKC s BeIsBiIeHus mopaxkeHnus neucuu [32].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
o Pexomenayercst OICHKAa COCTOSHUS Touek mamueHtaM ¢ BKC 1is  BeIsBICHHS
CTPYKTYPHBIX HapymicHui [32].

YpoBeHnb yoenurenbHocTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)
o PexoMeHnnoBaHO peryisipHOE MpoBeAcHUE dXokapauorpadpum mammentam ¢ BKC st
CBOEBPEMEHHOM JHArHOCTHKH MAaTOJOTHH ceparia [44].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

2.5 UHpble 1MarHocTuyecKre HCCjae10BAHNS

KoHcynbranmuu crienuaaiucToB MOTYT OKas3bIBaThCsl NMAlIEHTaM Ha Pa3HBIX dTalax OKa3aHUs
MEIUITUHCKON TIOMOIIH, B TOM YHCJIE B TIEPHOJ] TUArHOCTUKU 3a00JI€BaHUsI.

o PexkoMeHaylOTCSl TSI JUArHOCTHK IMAaMEHTOB ¢ mozgo3perneM Ha BKC mpumMeHSTH
MYJIbTHIUCIHMIUIMHAPHBIA MMOAXO0J B BHIY TOTO, YTO 3a00JEBaHUS XapaKTEPU3YIOTCS
MOpaKEHHEM MHOTHX OpPraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOW TepamnuH, YTO JUKTYeT
HEO0OXOJMMOCTh COBMECTHOTO BEJICHUSI MALMECHTA CIICIMATNCTAMHU pa3HbIX npodueii [1,6, 17].
YposeHb yoeauTeabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEILCTB — 5)
KoMMeHTapum: nokaszansi nepguunvie U NOGMOPHbIE KOHCYIbMAYUU 8pAYA-2eHemUKd, epaya-
ogpmanvmonoza, 8paua-Hespono2a, 8pPAUA-2ACMPOIHMEPONO2d, —6pAUA-OUemonoed, 6paya-
9HOOKPUHONI02A, 8PAUA-KAPOUOL02d, 8PAYA-0enCKO20 Kapouonoaa, epaia-Hegponoaa, 6paya-
neouampa, 6pauya-mepanesma/ eépaua  obwjell NPAKMuUKU (cemeliHo2o0  épaua), epava-
ncuxuampa, MeOUYUHCKo20 NCUxXon02d. a makaice gpavel Opyeux cneyuaibHocmel nayueHma,

UMerwuUM HapyuleHus QyHKYULl COomeemcmeayiouux op2aHos u cucmem
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3. Jleuenne, BKJIIOYASE METMKAMEHTO3HYI0 M HEMEIUKAMEHTO3HYI0 Tepanum,
AHETOTEePaANNIo, 00e300/IUBaHNEe, MEAUIUHCKHE OKA3AHUS U

NMPOTUBONOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUA

Cmpameeus  1eyeHus  3aKIOYAEMCS 6  CHUJMCEHUU  00pa308anus — MOKCUYHLIX
Memaboaumos, npescoe 6cezo, NeUYUHda, d Makice U30NeUYUHA U BANUHA, NPeOYNPelCcOeHUU
passumusi  Kemoayuoosd, NOpadCeHusi HEePEHOU cucmemvl U GHYMPEHHUX Op2aHO8 C

obecneueHuem npoyeccos anaboIuMa, HOpMAlbHO20 POCMA U HYMPUMUBHO20 cmamyca oemel.

3.1 KoncepBaTuBHOE JIeUECHHE

3.1.1 OO01Me NPUHIMIILI KOHCEPBATHBHOIO JI€UeHHUS

° PexoMeHI0BaHO MAIMEHTAM C KIIMHUYECKUMU TIPOSIBIICHUSIMH, XapakTepHbiMu it BKC
OTPAHHWYUTH TIOCTYIUICHUE Oenka (B TOM YHCIIE J0 MOJNyYeHUs JIA0OpATOPHBIX PE3yIbTATOB,
MOITBEPIKIAIOIUX 3a00JICBaHKE): C IEIbI0 IPEIOTBPAIICHHS PA3BUTHS META00IMICCKOTO KpH3a
[1,4,6,10]

YpoBeHb yOeAUTEIbHOCTH 10KA3aTeNbCTB — C, ypPOBEHb J0CTOBEPHOCTH /10KA3aTeJIbCTB- 4.
KoMMeHTapuM: 1nockonbKy passumue MemaboIudyecKkoeo Kpuza Modcem npusecmu K
HeoOpamuMbLM USMEHEHUAM CO CIOPOHbL HEPEHOU cucmembl, npu nodosperuu Ha BKC credyem
cobpamv buomamepuan 0t NPOBEOCHUs OUOXUMUYECKO20 MEeCMUPOSAHUsL U 3amemM nepesecmu
NAYUeHma Ha NUMAaHue ¢ HUSKUM COOepiIcaHuem Oeika (MUHUMATbHBIL Oe30NACHbIL YPOBEHb
benka npeocmaenen 8 npunodcenuu I2) npu smom obecnewums 00CMAMOYHOE KOJIUUECMBO
Kanopui. /s 0emetl nep8oco NOxy200Usl HCUZHU NPUMEHAEMCS 2pYOHOe BCKAPMAUBAHUE UTU
BCKAPMAUBAHUE OEMCKUMU MOTOYHBIMU CMECAMU C HUSKUM codepaxcanuem benxa (1,2 -1,3 2/100
ML 80CCMAHOBIEHHO20 NPOOYKMa), Oasi Oemell cmapuie 6 Mecsiye8 — UCKIIOYEHUE
8bICOKODENKOBLIX NPOOYKMOG (Msco, meopoe, pviba) u3 payuona. buoxumuueckue mecmol
npoeoosimcsi 6 meuenuu 3-7 OHell, a Monekynsipno-eeHemuyeckue UcCie008aHuss Mocym
nompebosamuv oxono 2- 3 neodenv. I[losmomy, Heobxooumo umobvl 6 3mom nepuoo pedeHoK

Haxoouicsi Ha Huzkobenkosou oueme [1,2,8]

° Pexomenayercss mnocine noareepxkiaeHus amarHo3a BKC Bcem manmeHTam crporoe
orpaHuueHue OeyKka HaTypalbHBIX MUIIEBBIX MPOAYKTOB C LENbIO CBEACHUS K HEOOXOIUMOMY
MUHHMYMY IIOCTYIUICHHE€ B OpPraHW3M aMHHOKHCIIOT JICHIIMHA, W30JIEHIIMHA, BaJIMHA.
[1,2,3,5,8,15,24]

YpoBeHb yOeauTeIbHOCTH 10Ka3aTebCTB — C, YypOBEHb 10CTOBEPHOCTH J10KA3aTeJIbCTB- 4.
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Kommentapum: OcHogubie npunyunsi cneyuaiusuposanHou Ouemomepanuu Ka04am:

O cmpocoe ocpaHuyeHue OeIKa HAMmypaibHbIX NUUEBbIX NPOOYKMOS C Yelblo C8e0eHUs. K
He0OX00UMOMY MUHUMATbHOMY HOCMYNJEHUe 6 OPeAHUSM AMUHOKUCIOM JeUyuHd,
uzoneuyuna, 6anuna. Jnsa Oemell Nepeo2O  NONY2OOUSL JICUSHU —OSPAHUYEHUE
PACNpOCMpansemcs Ha MamepuHcKoe MONOKO, AOAnMUpoOS8aHHble MONOYHble UTU
coesvie cmecu, 01 Oemell 8MOPO2O NOJY200Usl JHCUSHU U CMapuie — 3anpem Ha
86e0eHlUe 8 Kauecmee NPUKOPMA 8bICOKODENKOBbIX NPOOYKMO8 (Msca, pblObl, meopoea,
AUY, MOJOUHBIX NPOOYKMOS, 600O08bIX U M.0.);

O ob6sa3amenvHas  KoMmneHcayus —Oeuyuma  Oeika 3a  cuem  UCNOTb308AHUSA
CNeYUanU3UPOBAHHLIX CMecell HA OCHO8e AMUHOKUCIOM 6e3 JletiyuHad, u3oneuyund,
BANUHA, COOMBEMCMBYIOWUX BO3PACHHLIM NOMPEOHOCMAM PeOeHKA 6 OCHOBHBIX
nUWesbIX Bewecmeax u dSHepeuu. B Hauane neuenus u 6 nepuod memaboIUYecKux
Kpuzos 6 meuenue 24 — A48 wuacose (ne Oonee!) ucnonvzoeamv MONBLKO
cneyuanu3uposanuyio cmech amunoxuciom [15];

O o0becneyeHue 0OCMAMOYHOU IHEPLeMU4ecKoU YeHHOCMU PayuoHa 071 NOOOEPHCaAHUs
npoyecco8 anaboIusMa u npedoOmEpaAueHUss AKMusayuy Kamaboiuzma,

O obecneyeHue nayueHma 00CMAMOYHbIM KOIULECNBOM HCUOKOCU,

O OpobOHble KopMmiaeHUus 0e3 OIUMENbHLIX Nepepbleos 80 usbedcanue 20100aHUs,
0cobenHo y Oemetl 2pYOHO20 U PaAHHE20 803pPACma;

O o0byuenue pooumeneli NPasUIaM OpPeAHU3AYUU OUETNOMEPAnUU 8 MEeNCNPUCIYNHbIU

nepuoo u 8 nepuoo yepo3vl MemaboIUdecKo20 Kpusd.

° Pexomenayercst oOmmii Oerlok Ie4eOHOTO palMoHa B MEXKIPHUCTYIMHBIA MEPHO
naimeHTaM ¢ BKC paccuuThiBaTh HUCXOAS M3 BO3PACTHBIX MOTPEOHOCTEH MalMeHTa
(ITpunoxenne 1'2), a Takke ¢ yu4eTOM TOJIEPAHTHOCTH MAIeHTa K O€NKy B 3aBUCHMOCTH OT
(dopMbI 3a00sIeBaHKs U TSHKECTH ero TeueHus [1,8]

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBEHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- 4.
KommenTapum:

o K6oma 0enka HaAmypanbHblX HPOOYKMO8 HA3HAUAEMCs ¢ Y4emoM MUHUMATbHOU
nompeObHOCmU 8 NAMO2eHeMUYeCKU 3HAYUMbIX AMUHOKUCIOMAX — JletiyuHe, 8aniune, u3oaeuyuHre
(ITpunoowcenue I'2) u c yuemom coodepiicanus neuyurna 6 HAMYPAIbHbIX Npooykmax (1 2
HamypanvHo2o benxka cooepxcum om 50 0o 80 me neiiyuna) u obecneyugaemcs 3a cuem
HU3K00EIKO8bIX NPOOYKMO8 (06owel, pyKmos, cneyuanusuposanHulX HU3K0OEIK08bIX Kpyn u
NPOOYKMO8 Ha 0cHose Kpaxmana). Kosgguyuenm rousepcuu neiyuna npeocmasieH 6

npunoxcenuu 1°3;
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o C yenvlo KomneHcayuu oeguyuma 6enKa UCNONb3VIOMCA CHeyualu3upo8aHHvle
NPOOYKMbl HA OCHOBE AMUHOKUCIOmM 0e3 Netiyura, usoneuyuna u eaiuna (npunodicenue 13) u
000a6KU 0OMOENbHLIX AMUHOKUCTIOM 8AIUHA U U30ICUYUHA,

Ilpumepnwviii cymounwlii Habop NpooyKmos 0t peOeHKA OOUIKOIbHO20 803pACma NpusedeH 8

Tpunoowcenuu I'3.

° Pexomenayercsi o0aBieHHE U30JICHIIMHA W BaJMHA C IOMOIIBIO MOHOJ00aBOK
COOTBETCTBYIOIIUX aMHHOKHUCIIOT BceM mnarrieHTaMm ¢ BKC ¢ nenpro BocmoHeHus uX aeduiura
[1,2,15,24].

YpoBeHb yOeAUTEIbHOCTH A0KA3aTeNbCTB — C, ypOBEHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB- 5.
Kommenmapuu: Eciu nabnodaemcs pe3koe CHUMNCeHue Uzonetyuta i 6aiuHd 6 niame Kposu,
MO MO2Ym PA38UBAMbCSL OCTONCHEHUSL 68 BUOE MAACEN020 IHMEPONAMUYECKO20 AKPOOepMamuma
u mezanobnacmuou awemuu. Ilpumepnas o0oza usonetiyuna w/unu earuna 30-95 me ¢ cymxu (8
08a npuema) ¢ yeivio No0ePIHCAHUS UX YPOBHS 8 cbleopomie kposu He Hudce 200-400 mxmonv/n

[15,24]

° Pexomenayercs Ha3zHaueHUE #TMaMHHA™** B jeueOHBIX a03upoBKax namuentam ¢ BKC
Ipu TUAaMUH3aBHUCUMOHN ¢opMme 3aboiieBaHUS B KauecTBE KOGAKTOPHON Tepamuu C IebIo
CHIDKCHUS YpOBHS JieiiinHa B ruiasme [15,21,24, 38, 39].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- 5.
Kommenrtapuu: Tepanus exnouaem xomounayuio #muamuna™* (0ozer om 10 0o 1000 me /
O0eHb) C OuemuyecKkuM OcpaHudeHuem pazeemeleHHvlx amuHokuciom. Hauanvnas o003a
#muamuna** cocmaensem 50-200 me/ cym, komopyio nayuenm noxyuaem ¢ meuenue 1 mec ¢
oyenxoti BCAA ¢ mnnazme uw/unu monepanmnocmu x Ouemuueckum BCAA. B cnyuae
yyecmeumenbHoCmu K #muamuny ** e2o npuem ciedyem npooondcums Ha one 0epanuyeHus 8

payuone npooykmos, cooepxcauux BCAA.[15, 38]

° Pexomenayercs Ha3HaueHue #eBokapHUTHHA BceM narenTam ¢ bKC mpu otcyTcTBUM
MEMIIMHCKUX TTPOTUBOTIOKA3aHUH C IIEIbI0 YCHIICHHUS CBS3BIBAHUS METa0OJMTOB AMHHOKHCIIOT C
pasBeTBIIeHHOH TIenbio [1,4, 8,10].

YpoBeHb yOeAUTEIbHOCTH A0KA3aTeNbCTB — C, ypPOBEHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB- .
KommenTapuu: #1e6oxaprumun Haznavaemcs Ha OnumensvHuill cpox (3-6 mec.).

Hasnauarom #nesoxapnumun obwviuno uz pacuema S0me/ke/cym (8 2-3 npuema 6 meuenue
cymok) [1,4, 8,10, 34]. Oonaxo oanuas 003upoexa Oviia paccuumana 8 PAHHUX UCCIe008AHUAX C
yuacmuem 02panuideHHo20 YUCLA JNe4eHHbIX nayueHmos. B nacmosuwjee epemsa uemkux OaHHbIX
06 onmumanvhotl 0o3se #resokapnumuna y nayuenmog ¢ bKC nem. Yuumvigas npeononacaemoe
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He2amueHoe 8030elicmeue pecmpuKmugHol ouemvl, NOMPeOHOCMb 6 #lesoKapHumuHe Moxicen
bvimsb 6onee evicokot [40].

° Pexomenayercst Tepanusi SMUJICNTHUYECKUX MPUCTYNOB C MHIWBUIYaIbHBIM MOJ00pOM
MIPOTUBOCYIOPOKHBIX TTpenapaToB namueHTaMm ¢ bBKC ¢ nenbio koppeknuu cumntomatuku [17].

ypOBeHb yﬁellI/ITeJILHOCTH JA0Ka3aTeJIbCTB — C, YPOBE€HL JOCTOBEPHOCTHA N0KAa3aTEC/ILCTB- 5.

3.1.2 Jleyenue B nepuoa MeTadoIHYeCKOro Kpusa

Ilpu yepoze unu 6 ciayuae pazeumus memabOIU4ecKk020 Kpuza JjedeHue OO0NHCHO
HAYUHAMbCS HE3AMEOTUMENbHO.

Jleuebuvie meponpusmus HanpaeieHvl HA NpeKpaujeHue 0OPA306aHus U HAKONLEHUs
MOKCUUHBIX OP2AHUYECKUX COeOUHEeHUUl U 6blgedeHue ux u3z opeaunuzma. Taxmuxa neyeHus
nayuenmos 6 Nepuod  Kpu3a — 6KIouaem — KOppeKyuro — ouemomepanuu,  6vlgedeHue
HAKANIUBAIOWUXCA  OP2AHUYECKUX — KUCTIOM, — KOPPEeKYuro  Memaboiuyeckoeo  ayuoosd,
UNEPAMMOHUEMUU U BOOHO-INEKMPOIUMHBIX HAPYULEHUL, SHEP2emuieckylo Nnoo0epiHcKy U

CHUDNCEHUA UHMEHCUBHOCMU NPOYECCO6 xamabonuzma.

° PexoMeHnayercsi OSKCTpEHHas TOCHHUTAIM3AIMSI W HE3aMEIUTEIbHOE IPOBEIICHHUE
uHTeHcUBHOU Tepanuu nanueHTam ¢ BKC npu yrpose wiu B ciryyae pa3BUTHS META00JINYECKOTO
kpu3a [1,9].
YpoBeHb yoenuTeILHOCTH 10Ka3aTeNbCTB — C, ypOBEHb 10CTOBEPHOCTH 0KA3ATEIbCTB- 4.
Kommenrapun: Jleuenue memaboauueckoeo Kpuza OOJHCHO HAYUHAMbCA HE3AMeOIUMeNbHO
npu nosignerue cumnmomos. Memabonuueckue Kpusvl, gedyuue K KPUMUYECKUM, VePOICAEMbIM
JHCUBHU COCMOSHUAM, NPU OOJIe3HU KIeHO0B020 CUPONA XAPAKMEPUZVIOMCS OCMPO 803HUKAIOUell
SHYepanonamuet, COnpPoBONCOAIOUENCss CYOOpPo2amu, NPUCMYNAMU MHOSOKPAMHOU PEOMmbl,
NPpUsHaAKamu omeka 201061020 moszea. CocmosHue demeil ObICMPO YXYOulaemcs, 6niomb 00
Komvl. Modwcem umems mMecmo unoeiuKemus, SUNOHAMpUeMuss, NPUHAKU MemaboIudecKo2o
ayuoosa. Ilposoyupyrowumu HebOIA2ONPUAMHBIMU DAKMOPAMU, KOMOpble 00YCI06IUBAIOM
pazeumue y nayuenmos ¢ bKC memabonuueckozo kpusa:

[l npuem bOenka, neuyuna, usonNeUYUHA U BANUHA 6 KOAUYECMBE, NPESbIULAIOUEM

MONEPAHMHOCMb OP2AHU3MA 60bHO20 pebeHKa;

[ Hedoedanue, HU3KAS KATOPUTIHOCHb PAYUOHA,

[l unmepKkyppeHmHbvle pecnupamopHvie Ul HCeLYOOUHO-KUUEUHble UHDEKYUOHHbLE

3a601e6anus u opyeue Gaxkmopul, NPosoOYUpYuUe Kamaboausm;
Taoscecmv  cocmosanus, 2nasHbIM 00pA30M, 00YCIO06IEHA BbIPANCEHHBIM MemadOoIUdecKUM

K€m0a1/;1/l0030/l/l, 2un0HampueMueL7, yZpOS‘OIZ omeKka mosed.
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° Pexomenayercss manueHToB ¢ BKC B mepuoa MeTaboinyeckoro Kpusa MepeBecTH Ha
NUTAHUE UCKIIIOYUTEIHHO CMEChI0 aMUHOKUCIIOT 0€3 Jetiyuna, 6anruna, uzoieliyuna, Ho e oomuee
yeM Ha 24-48 yaca C 1[e/IbI0 CHIKEHHUS YPOBHS JieiinuHa [15,24].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCeTB — C, ypOBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- O.
KomMeHTapumM: npu Hanuuuu cpwvleusauull, peomvl, OmMKA3a OmM eO0bl — KOpMJeHUue yepes
HazoeacmpanvbHoulll 30H0 unu eacmpocmomy. Cobnwdams pedxcum OpPOOHLIX U  UYACHBIX

KOPMIAEHUL C NPOMENCYMKAMU MeAHCOY KopMaeHusimu 2-3 yaca.

. Pexomenayercss uepe3 24-48 yaca mocie OTMEHBI HATypalbHOTO Oenka (B TEPHO
MeTaboarueckoro kpusa) narueHtaM ¢ BKC mocterneHHO BBOIUTH MPOAYKTHI, COICPIKAIIHEC
HaTypaJibHBIN O€JIOK C IIeJIbI0 MPEeAOTBpaIleHNs KaTtaboin3Ma U 00ecredeHus: He0OXO0IMMbIMU
HyTpueHTtamu [ 15,24].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB — C, ypOBEHD 10CTOBEPHOCTH J0KA3aTeJIbCTB- D.
KommenTapuu: oerku 66o0smces uz paciema % HeobOXo00umozo cymounoz2o oovema — 6 nepavlii
Oenv, Y - na 2-3-ui denwv, ¥ - 3-4-1i denv, danee 6 nonHom obveme. cmoyHuKoM HAMypaibHO20
benka  Ona  Oemeu  NepeblX  WeECMU  MeCAYe8  HCUSHU  ABNIAEeMmcs  MaAmepuHcKoe
MOJIOKO/A0anmupo8anHas MOJIOYHASL CMeCh, O]l 0emell 8Mopo20 NOIY200UsL HCUSHU — MAKICE
HU3KO0OeNKo8ble NpoO0yKmbl NPUKOpMA, 05 0emell cmapuie 200a — HU3K0OeIK08ble HamypaibHbvle
npooyKmul (Kpynol, 0860w, (DPyKmsl, pacmumenbhvie MAcia) U CNeyuaru3uposantsvle npooyKmol
Ha OCHOBe KPaxmaios.

Ipu Hanuwuu cpvleusanuil, peomsl, OMKA3A OM e0bl — KOPMACHUE Hepe3 HA302aACMPATbHbII 30HO
unu eacmpocmomy (ycmanosxka eacmpocmomol). Cobniodame pedxcum OpOOHBIX U UACMbIX
KOPMIEHULL C NPOMENCYMKaMu medxcoy KopmaeHuamu 2-3 uaca. CymouHwlil yposeHb Oenxa —
9KBUBANIEHMA OO0JJCeH OblMb He Hudice 0Oe30NACHO20 YPOBHA, Npu dMom obecneyums
8bICOKOKANOpUIHOe numanue (npunodcenue 1'2) ¢ yeavio cHudiCeHus 0Opa3068anus mMoKCUYHBIX
Memaboaumos

o Pexomenayercsi 100aBICHUE WM KOPPEKIUS 03I M30JICHIIMHA W BaJIMHA C IMTOMOIIBIO
MOHOJI00aBOK COOTBETCTBYIOIIMX aMHHOKHCIOT BceM mamueHTam ¢ BKC B mepuon
MeTabO0JIMIECKOro Kpr3a C [eNIbI0 MHHIMOMPOBaHus Tiepexo/ia jeiiuna yepe3 Db [15, 24].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCeTB — C, ypOBEHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
Kommenmapuu: no uexomopwvim OauHbIM, Onazonpusmuuliil 3¢gexm oaem noooepoicanue
uzoneuyuna U 6anuHa 8 KpOBU HA BbICOKOM YpOGHe, UMO co30daem KOHKYPEHYUuro O
mpaucnopma netiyuna 8 kiemky. Josuposka uzonetiyuna uw/unu eéaruna cocmagisem 80-120 me

6 cymku (6 06a npuema) [24].
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o Pexomenayercss Tpu TMOJO3PEHUM HA META0OIMYECKHA KPU3 M OTCYTCTBHUU DPBOTHI
00eCIeYnTh BHICOKOKAJIIOPUITHOE SHTEPAIbHOE IHTAaHHE 3a CUET HWCIOJIB30BaHUS PACTBOPOB
JIEKCTPO3BbI, TIIFOKO30MOJIMMEPHBIX PACTBOPOB (MAbTOJEKCTPUH) B JOMOJHEHHE K CMECH Ha
OCHOBE aMHHOKHCJIOT C IEJIBIO IIPEAOTBpalcHHs KaTabonn3mMa (nmputokenue ['2) [22,24].

YpoBeHb yOeAUTEIbHOCTH A0KA3aTeNbCTB — C, ypOBEHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB- 5.
KomMeHnTapuu pacuem npouzeooumcs, ucxoos uz kaioputinocmu 1 e yeneeooos = 4 kxan, 1 2

Manemooekcmpuna npupasnusaemcs K 1 2 yenesooos [1,2,3]

° PexomeHn10BaHO: BHYTPHUBEHHOE BBEICHHE PACTBOpA ACKCTPO3bI*™ MOJ KOHTPOJIEM €€
YPOBHS B KPOBU IPH Pa3BUTHH META0OIMYECKOTO KpH3a, a TAKKE JTUMHUI0B (3KUPOBBIX IMYIIbCHIA
JUISl TAPEHTEPaJIbHOTO MUTAHUsA) U WHCYJIMHA U ero aHainoroB (A10A) mpu HEOOXOIUMOCTH, C
LENbI0 BOCHOJHEHUS SHEPreTUYeCKOro M MPEAOTBPAILEHUS Pa3BUTHUS HEBPOJIOTHYECKHUX
Hapymienuii [1,2,3,22,24,25].

YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCTB — C, YypOBEHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
KommenTapuu: Buympusennoe e6sedenue 10% pacmeopa oOexcmpozvl™  u3z pacuema
HOB0pOoJIcOeHHble U Oemu 00 3-x nem 10-12me/xe/mun, om 3 0o 10 rem 8-10 me/ke/mun, cmapute
10 nem 5-8 me/xe/mun. C yenvio obecneuerus 00CmMamoyHou KaiopuiuHOCmuy U npedomsepauyetusl
Ype3MepHOU 2uopamayuu u 2emoOUIIOYUU, 803MONCHO 68edenue Tunudos (dcuposole smynbeuu
o napenmepanvro2o numanust) 0o 2elkelcymru (0,4mnlkeluac 20% p-pa). Eciu y nayuenma
PAa38uBaemcs 3HaUUmMenbHas cunepeiukemus (Hanpumep, ypoeeHs 210K03bl 8 Kposu boabute 250
M2/0n) ¢ enoKo3ypuel U UMelomcs NPU3HAKU Memaboiuyeckol 0eKoMneHcayuu, mo cieoyem
paccmompenms  803MOJICHOCMb  Hauana un@yzuutuncyiuna pacmeopumozo (ueroseueckozo
2eHHO-UHIICeHepH020) **) emecmo cHudicenuss ckopocmu uH@y3uu oexcmpo3svi**, cnocobcmeys
anabonuveckomy cocmoaunur. Hauanenas o0oza ona unghysuu #Huncynuna pacmeopumozo
(uenogeueckoeo ceHHo-undCceneprno20)™* cocmasnsem 0,01 ME/ke/mun. Yposeno #uncynuna
pacmeopumoz0  (Y4eno8eyeck020  2eHHO-UHNCEHEPHO20)™™ cledyem  mumpogamv, 4mooObl
n000epIHCUBAMb YPOBEHD 2NII0KO3bL 8 Kposu medxcoy 100 u 150 me/on.

° Pexomenayercsi HazHauaTh #OHTAHCETPOH™* mpu MeTabomueckoM kpuse Ha Gpone BKC
0 TIOKa3aHHUsAM C IIeJIbI0 YCTPaHEeHHUs IIOBTOPHBIX MPUCTYTOB pBOTHI [1, 8, 10, 17].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, ypOBEHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- S.
KommenTapuu: ondancempon™** nasnauaemcs 6 cymounoti oose 0,1-0,2 me/ke demsam panuneco
eospacma, 2 me — Oemsm 6 6o3pacme 2-7 nem, 4 me — Odemsam & eospacme 8-12 nem
(oonokpamno). Ilpenapam modcem 6800umMbCsi GHYMPUBEHHO, 6 c6euax per rectum, 8

mabnemkax uiu 6 euoe cupona per os.
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° Pexomenayercst KOPPEKIUs META0OINIESCKOTO aIlI03a IPU METabOIMYECKOM Kpr3e Ha
¢one BKC myrem BHyTpHBEHHOTO BBEJICHUS MIEIOYHBIX pacTBopoB [1,10, 45].

YpoBeHb yOeAUTEIbHOCTH 0Ka3aTedbCTB — C, ypPOBEHb J0CTOBEPHOCTH /10KA3aTeJIbCTB- .
KomMeHnTapuu: o0na xoppexkyuu memadonuuecko2o Kemoayuoosda Ucnob3ylomcs pacmeopbvl
Hampus cuopoxapbonama™* . Hampus cuopoxapboonam™™ npumensemcs 6 euoe 8,4% u 4,2%
pacmeopa 0ns  yooocmea nepepaciema Ha mmoiv NaHCO. Eeo o0osupoexka (Mmoib)
onpeodensiemcss no popmyne: (-BE) x macca mena (x2) X 0,3. Kpome moeo, nayuenmam
DPeKoMeHOyemcs weslouHoe numbve — pacmeop coovl uz paciema -1 vatinas nosxcxka na 200 mn
80001, WeNI0UHbIE MUHEPATIbHbIE B00bL.

B 3asucumocmu om msadxcecmu cocmosiHus Kaxcovle 6-12 uacog KoHmpoauposams noxkazameiu
KUCJIOMHO-0CHOBHO20 COCMOSAHUS KPOBU, VPOBHS HAMPUS U KAJIUsL 8 KDOBU.

B cayuae  OexommencupogeaHnoco  memadoOIUYecKo2o0  ayuodo3a, He  NO00AULe20Ccs
MeOUKAMEHMO3HOU — mepanuu, NpoBOOAMCcs Memoodbl IKCMPAKOPNOPANbHOU — KOPPEeKyuu
comeocmasa  (Hanpumep, 2emMoOOUAIU3, NEPUMOHEANbHbIU  OUAIU3, 2eMOOUAPUILMPayUs

npoonennas (eerno-eernosnas) )[45, 46, 47, 48].

° Pexomennyercs nanuentam ¢ BKC nonomHuTenbHass MeIMKaMEHTO3HAsE KOPPEKIIUs MTPH
YpOBHE aMMHaka B KpoBH Bbilie 200 MKMOJIB/JI C II€TIbI0 BBIBEACHUS H30BITOYHOTO KOJIHUYECTBA
naHHoro merabosuta [9].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- 5.
Kommenrapumn: [Ipu yposre ammonust 8 kposu eviuie 200 MKMOAL/ HA3HAUAIOMCS NPEenapamol
cnocobcmeyrouue 8bl6e0eHUI0 AMMOHUS, Hanpumep denzoam Hampust (OUonI0cUYeCKU aKmMuHas
dobaska) uz pacuema 250me/xe/cym (makcumanvrHo 0o 500me/xe/cym, ecau macca mena
npeswviuaem 20 ke 0o 3,52/m?*/cym). B 3asucumocmu om msgicecmu cocmosnusa Kaxcovie 6-12

Uacoe KOEmpoaupoeambs ypPOBEHb AMMUAKA 8 KPOBU.

3.2 Xupyprudeckoe Je4yeHue

° Pexomenayercst mpu HU3KOM 3PHEKTUBHOCTH TPOBOJUMOTO KOHCEPBATUBHOTO JICUCHUSI
nanuentTam ¢ BKC paccmoTrpers BO3MOXKHOCTH TpPAHCIUIAHTAIMKA TIEYCHH IO >KU3HEHHBIM
nokasanusm [8, 27].

YpoBeHb YOeAUTEIbHOCTH A0Ka3aTedbCTB — C, ypPOBEHb J0CTOBEPHOCTH I0KA3ATENbCTB- 4.
KommenTapuii: 5KC omnocumcs Kk HacieOcmeenHviM 00Ne3HAM 0OMeHa 8eujecms, KOmopbvle
MOJICHO — KOppekmupoéamv — mpancniauwmayueu  nevenu.  Ipancnaiawmayus — neueuu,
npeoomepawjaem KamacmpoguuecKue nospeicoeHuss Mo32d, Komopwvle Mo2ym GO3HUKHYMb 80

epems Mmemabonuyeckou UHMOKCUKayuu, u ocmanaeaueaem npozcpeccupoearnue
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HeUPOKOCHUMUBHBIX HAPYWIEHUI, HO He KOPPeKmupyem panee Cyuecmeosasuiue KOCHUMUEHble
napywenus [8]. Pucku xupypeuueckoeo emewamenbcmeéa u noOAGLeHUs UMMYHUMEMA He
OMIUYANUC, OM  MAKOBbIX O  Opyeux neouampuyeckux nayuenmos, NnepeHecuiux
mpancniaumayuto [27]. dns nayuenmos, ycnewino nepenecuiux mpancnIaHmMayulo nedeHu,
DPEKOMEHOYemcsl pacuiupums Ouemy u obecneyums noMoub 8 nepexooe Ha PaAcUlUpeHHyI0 Ouemy

€ MOHUMOPUPOBAHUEM AHMPONOMEMPUYECKUX noKazameneu u Hympumugnoz2o cmamyca [1,3].

3.3 Uuoe Jeyenune

° PexoMenayeTcsi paccCMOTPETh MPOBEICHNE TIEPUTOHEATHHOTO IUAIHN3a WA TeMOINAIIN3a
OpH  OTCYTCTBHHM  OBICTpOM  TIOJIOKUTEIBHOM peakiuy Ha WHTCHCHUBHYIO  TEparuio,
COXpaHSIOIIEMCs KeTOAIU103€ U TUIIepaMMOHUEMUH TTpu MeTabonnueckoM Kpu3se Ha Gone BKC,
Juist 6otee 3P PEeKTUBHOIO BHIBEAECHUS TOKCHYHBIX METa00IUTOB [4].

ypOBeHb Y6eIlI/ITe.TIbHOCTH A0Ka3aTeJIbCTB — C, YPOBE€HL JOCTOBEPHOCTHA N0KAa3aTEC/IbLCTB- 5.

3.4 I11aHoBOE ONIEPATHBHOE BMENIATEILCTBO, AHECTEe3Us.

e Pexomenayercsa nauueHtam ¢ bBKC mepen mpoBeneHHeM ONEpaTUBHOIO BMEIIATENIbCTBA,
aHeCTEe3WH, KOHTPOJIb TOoKa3areliel o0miero (KIMHUYECKOT0) aHalin3a KPOBH, MCCIICIOBAHUS
KHCJIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B KPOBH C €0 UCKIIOYCHHUS METa0OJINYECKON
JIekomIieHcaruu [25]

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, YypOBEHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- 5.

. Pexomenayercsas mnanventraMm ¢ BKC Bo BpeMsi MOATOTOBKM K XUPYPTrUYECKUM
BMEIIATEeILCTBAM, MPOBEACHUS AHECTE3MOJIOTHUECKUX MOCOOMH M B JOPYTUX CIydasx, Kornaa
TpeOyeTcsl YATUHHUTh TEpUOJ TOJIOJAHHS WCIOJIh30BAaTh BHYTPUBEHHOE BBEICHHE PACTBOPOB
JIEKCTPO3BI* *C 1eIbI0 MPEIOTBPAIIICHHUS Pa3BUTHS META0O0IMUECKOTo Kpu3a [25]

YpoBeHb yOeAUTEIbHOCTH A0Ka3aTedbCTB — C, ypPOBEHb J0CTOBEPHOCTH /10KA3aTEJIbCTB- .
KommenTapwuii: ungysuonnas mepanus 6 ciyuasx, mpedyowux yoIuHeHue nepuood 20100aHusl,
pacmeopuvl 0ekcmpo3svl** esooamcsa uz pacuema HO80podcOeHHble U Oemu 0o 3-x aem 10-

12me/xe/mun, om 3 0o 10 nem 8-10 me/xe/mun, cmapwe 10 nem 5-8 me/xe/mun
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4. MeqMuMHCKas peadMIUTALMA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMIMHCKHUE OKAa3aHUA M NPOTHBONOKA3aHUA K IPUMEHEHUI0 METO/10B
peadUIMTALMH, B TOM YHCJIe OCHOBAHHBIX HA MCIIOJIb30BAHUM IPUPOIHBIX
JieyeOHbIX GaKTOpPOB

. Pexomennyercsi narmentam ¢ BKC mpoBeneHne peaOMIMTAIMOHHBIX MEPOIPHUSATHH,
HAIPaBJIEHHBIX Ha COLUANbHYIO aJalTalllio, TMOJAJEpKaHWE U PAa3BUTHE KOTHUTUBHBIX U
UHTEJUIEKTyalbHbIX QyHKIHi [35].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

o Pexomenayercs mnanuerntam ¢ BKC mnpoBeneHue mNCHUXOJOTMYECKOW MOAJNECPKKA U
oOydeHus poauTesIe MpaBUiiaM OpPraHU3alMU MOMOLIM U JUETOTEPauUd B MEXIPUCTYIHBIN
HIEPHOJ U B IIEPUOJ yTPpo3bl MeTaboHueckoro kpusa [36].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 4)

5. IIpodpunakTuka u AUCIAHCEPHOE HADII0IeHH e, MeIMIIUHCKHE MIOKA3AHUS U

NMPOTHBOIIOKa3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJ]aKTI/IKI/I

5.1. lIpodpunaakTuka

Heonamanvnoui ckpunune 6 Poccutickoii @edepayuu nposooumces 6 2.Mockea u Ilpumopcrxom

Kpae.

° PexoMenayercsi KOHCYIbTalMsl Bpa4a-T€HETUKA CEMbSIM I10CJIE YCTAaHOBJICHUS AUArHO3a
narvenTam ¢ BKC c¢ 1enbio pa3zbsCHEHUI T€HETHYECKOro PUCKa, 00CYXIEHHUS BO3MOXKHOCTEH
NpeHaTaAILHON U PEUMIUIAHTAIMOHHOM qruarHocTuku [17].

YposeHnb yoenurenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

° Pexomenayercst oOcienoBaHHE pOAUTENEN TalMeHTa C  IEJbI0  BBISBICHUS
TE€TEPO3UTOTHOTO  HOCUTEIBCTBA  paHee  BBIABICHHBIX  MyTallMidi € TOCJIEAYIOIIUM
WCITOJIb30BAHUEM DPE3yJIbTaTOB 00CIE0BaHUS TIPU MPOBEACHUH MPEHATAIBHOW AUATHOCTUKH H
NPEUMIUIAHTAIIMOHHON TUarHOCTHKY [17].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapwuii: ['enemuueckuii puck noemoproco poogicoenus pebenxa ¢ BKC 6 cemve

cocmasnsiem 25%.
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° Pexomennyercsi npoBenenne odcnenopanust Ha BKC netsim 110060r0 Bo3pacta U3 ceMe,
MMCIOIIMX TAIMeHTOB C JIaHHBIM 3a0ojeBaHueM (B TIEPBYIO oOuepedb, OpaTbsi W CECTPHI
naruenTa) ¢ neiabko uckimodenus BKC [17].

ypOBeHb yﬁeL[I/ITeJILHOCTI/I JA0Ka3aTeJIbCTB — C, YPOBE€HL JOCTOBEPHOCTHA N0KAa3aTC/ILCTB- 5.

° Pexomenayercss c 1enpi0  NPOPUIAKTUKH Pa3BUTHUA  METaOOIMUYECKUX KPHU30B
nH(popMuUpoBaHUE poauTeeH (WM 3aKOHHBIX TpeacraBuTelei) manueHTa ¢ bBKC o xapakrepe
3a00JIeBaHUs, TPOBOIUPYIOMMX (AKTOpax © MPEIBECTHUKAX KpH3a, BO3MOXHBIX €r0
nocieacTBusx [17].

YpoBeHb yoenurebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)

o Pexomenayercss manueHtam ¢ BKC mpoBoauTh MpOGMIAKTHYSCKYIO BAKIIUHAIMIO I10
HAI[MOHAJILHOMY KaJICHAAPIO MPUBUBOK, BKIIFOYAs BAaKIIMHAIIMIO MPOTHUB TPHUIIIIA U POTAaBUPYCa, C
COONIIOJICHEM Mep TMPEeIOCTOPOKHOCTH, B TOM 4YHCIE, Ha (POHE CTPOTOro BBHIIOIHEHUS
JTUETHYECKUX U JIe4eOHBIX Ha3HAYEHUH ¢ Lebio (pOpMHUpPOBAHUS MMMYHHOM 3alllUTHl OPTaHU3Ma
oT UHGEKIHIA U IPeI0TBPAIIEHUS pa3BUTHs MeTabonyeckux kpu3oB [30].

YposeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTapun: sakyunayuio yenecoobpasHo npogooums cReyuanrucmamu, UMeowumMy onvlm
pabomvl ¢ nayueHmamu ¢ memabdorudeckumMu OONe3HAMU, UIU NOO UX KOHmpolem. B
HOCMBAKYUHATILHOM nepuoode cledyem NpUcmaibHo Habaooams 3a NPUSUmMuIMU ¢ NOGMOPHbIM
usmMepenuem memnepamypvl meud, 4mo HeoOX0OUMO OJid He3AMeONUMENbHO20 HAZHAYEeHUs
arcapononudicaloweli. mepanuu npu ouasHocmuposanuu auxopaoxu >38,0°C, (napayemamon™*

unu, ubynpoghen™*).

5.2 lucnancepnoe nabniooenue

e Pexomenayercss mpoBeneHrne oOmero (KJIMHUYECKOTO) aHalu3a KpPOBH Pa3BEpHYTOTO
(TeMorJIOONH, KOJHMYECTBO JPUTPOIUTOB, IIBETOBOW IOKa3aTelb, KOJWYECTBO JICWKOIIUTOB,
TPOMOOILIUTOB, JIEHKOIIUTapHas (GopMyia U CKOPOCTb OCEIaHUs SPUTPOIMTOB) MAIUEHTAM C
BKC s oIleHKHM OCHOBHBIX MapaMeTpOB KPOBETBOPEHHUS M HAIU4YUS BOCHAIUTEIHHBIX
mporieccos [3, 24].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBEHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
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KommenTapuu: Kpamnocme npoeedenusi ananiuzos onpeoeisiemcsi COCmosHueM pebeHKA.
Obviuno oanuvle uccaedosanus nayuenmam ¢ BKC npoeodsmcsa ¢ uacmomoti: Kadxcovie 6
Mecsayes nayuenmam 00 6 nem, xKadcovie 6-12 mecayes nayuenmam cmapuwe 6 nem. Ho 6
nepuoo UH@GEKYUOHHLIX 3a001e6AHUL, NPU Yepo3e MemaboIuueckoeo Kpusza — He pexce 1 pasa 6

7-10 owneit.

e Pexomenayercsi mpoBe/icHHE OOMIero (KIMHAYECKOro) aHanu3a Moy nanuentam ¢ bBKC ms
OLIEHKH COCTOSIHUSI MOYEBBIBOIAIINX IMyTel U mouek [24, 31].

YpoBeHb yOeTUTEJIBLHOCTH 10KA3aTeJILCTB — C, YyPOBEHb 10CTOBEPHOCTH 10KA3aTeIbCTB- .

KommenTapuu: Kpamnocme npoeedenusi ananiuzos onpeoensemcss COCmosiHuem pebeHKd.
Obvbiuno danmvie uccaedosanus nayuenmam ¢ BKC nposoosmcs ¢ wacmomotii: Kaxcovie 6
Mmecsayes nayuenmam 00 6 nem, xadcovie 6-12 mecayes nayuenmam cmapwe 6 nem. Ho 6
nepuoo uH@GEKYUOHHLIX 3a001e6aHUL, NPU Yepo3e MemaboIuuecko2o Kpusza — He pexce 1 pasa 6

7-10 oneii.

e PexoMeHnayeTcsi MpoBeAcHUE OUMOXMMUYECKOTO aHajlu3a KpOBU OOIIETEpaneBTUYECKOTO
(riroxo03a, obumii Oenok, OenxoBble (pakuuu (MCCIeIOBaHWE YPOBHS albOyMHHAa B KPOBH,
onpejeNeHue anbOyMUH/TJIIOOYJIMHOBOTO COOTHOLICHHS B KpPOBH), OOIIMMN, CBSI3aHHBIA U
CBOOOJHBIN OMIMPYOMH XOJECTEpUH, TPUIIMLEPU[BI, JIUIOMPOTEHIbl HU3KOH M BBICOKOM
IUIOTHOCTU (MCCIIEIOBaHUE YPOBHS JIMIONPOTENHOB B KPOBH), IIejaoyHas (ocgarasa, ramma-
[IIyTaMWITPAHCIIENITHAA3a, KPEaTWHWH, MOYEBHHA, alaHWHaMuHOTpaHchepaza (AJIT),
acrapraramuHoTpaHcdepasa (ACT), xanbuuil OO M MOHU3MPOBAHHBIM, HATPUH, Kalui,
Heoprannueckui docdop, xenezo u depputud, C-Pb) mamumentam ¢ BKC nmns oueHku
(YHKIIMOHATIBHOTO COCTOSIHUSI BHYTPEHHUX OPTaHOB, HATHMYUS HH()DEKIIMOHHBIX OCTIOKHEHUN |
HYTPUTHBHOTO CTaTyca namueHTa [24, 32].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, YypOBEHb 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.

KommenTapuu: Kpamnocme npoeedenusi ananuzoe onpeoensiemcsi COCMosHueM pebeHKa.
Obviuno Oanmuvie uccaedosanus nayuenmam ¢ BKC npogoosamcs ¢ wacmomoii: Kascovie 6
Mecayes nayuenmam 0o 6 nem, xKadxcovie 6-12 mecayes nayuenmam cmapwe 6 nem. Ho 6
nepuoo UH@EeKYUOHHbIX 3a001e8aHUl, NPU Y2po3e MemabdoIuyecko2o Kpusa — ne pexce 1 pasa
7-10 omnei.

o PexoMenayercsi BceM MalMeHTaM ¢ ycTaHOBIeHHbIM auarHo3oM BKC uccrnemoBanue

KHUCJIOTHO-OCHOBHOTO COCTOSIHUSI U Ta30B KPOBU (MCCIIEZOBAaHUE YPOBHS BOJOPOJHBIX HOHOB

(pH) kpoBwu, uccnenoBanue ypoBHS OyQepHBbIX BELIECTB B KPOBH), YPOBHSI TJIIOKO3bl B KPOBH,

YPOBHSI HATpPHsi B KPOBH, MOJIOYHOW KHCJIOTHI (JIakTaTa) B KPOBH, KETOHOBBIX TEJI B MOUYE
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AKCIIPECC-METOJIOM C MENbI0 JUATHOCTHKU METa0ONMYECKUX HApYIIEHUH HX KOPPEeKIUUd U
oIpeieNieHnsl TAKTHKY JalbHeinero seacaus [3,6,8].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4)
KommenTapuii: Kpamnocms nposedenus ananuzos onpeoensemcs coCcmosHueM nayueHma (8
cpeOHeM — edceMecAuyHo), HO 6 Nepuod UHGEKYUOHHBIX 3a001e8aHUU, NpU yepose

Mmemabonru4eckoeo Kpusza — eAHCeOHEBHO 00 cma6wzu3auuu noxazameietl

o Pexomenayercst peryisipHblii KOHTPOJIb YPOBHSI aMHHOKUCIOT U HUX METa0OJIUTOB B
kpoBu (KommiiekcHoe ompeaeneHue KOHIEHTpAMM HAa aMHUHOKHCIOTHI M AI[MJIKAPHUTUHBI B
KpoBH, KomriekcHOe ompeeneHne KOHIEHTPallMd Ha aMHHOKHCIOTHI M AlMJIKAPHUTHHBI B
KPOBH METO/IOM TaHAEMHOM MacC-CIIEKTPOMETPHH) C LIEIbI0 KOppeKiuu Tepanuu [3,6,8,9].
YpoBeHb yoenuTeqbHOCTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: Kpamnocme npogedenusi amanuzog onpeoensemcs cocmosHuem pebeHxka (8
cpeonem — 1 paz 6 3 mec)) HO 6 nepuod UHGEKYUOHHLIX 3a00nesanull, npu yepose
Memabonudeckoeo Kpuza — e pedice 1 pasa 6 7-10 OHeil.

Vposnu amunoxuciom 00axcHvl Oblmb NPUOIUNCEHBL K pehepeHCHbIM B03DACTIHbIM
s3Hauenuam. Coodepocanue Jleliyuna, u3oneUYyuHa U BAIUHA 6 KPOBU PEKOMeHOYemcs
n000epIIcUsams Ha yposHe, ClecKa npesvliuarouemM Hopmalvhble napamempul. OnmumaibHbIM
cuumaemcs ypogenw aetiyuna 75-200 mxmonv/n (v demeti 0o 5 nem) u 75-300 mxmonw/n (y oemeii
cmapuwie 5 nem), npu 6vigeoeHuu pebeHKa u3 mMemaboauyecKko2o Kpu3a YKA3aHHbIU YPOGeHb
JeUYUHA CIYHCUM NOKA3AHUeM Ol Hauyald 68edeHuss HamypaivHoco Oeaxa. OnmumanvHuli
yposenwv sanuna u uzoneiuyuna om 200 0o 400 mxmonwv/n [15,24].

C60000HbIlI  L-kapHumun 6  Kposu  ciedyem — NOOO0EpHCU8aAmv  HA  YPOBHe,
coomeemcmayrouwem epxnei eparuye Hopmvl: 40-60 mxmonwv/n. Tendenyus x crudxcenuro pH
Kposu, oepuyumy OCHOBAHUL, YMEHbUIEHUE COOEPHCAHUS CB0DOOHO20 KAPHUMUHA, 2NIIOKO3bI,
Hapacmauue YpOo8Hs JeuyuHd, U30nelyuHd, 6aluHa U COOMHOUIEHUS NeUYUH/alanun (Ui
JeUyun/muposun), yeenudenue MoyYesol IKCKpeyuu memadoaumos KemoKUuciom CryiHcam

npe()eecmuukamu paseumust Kemoauudomuqecmeo Kpusa.

L4 PeKOMeH)lyeTCH pCFyHHpHLIﬁ KOHTPOJIb JKCKPEHUU KETOKHUCIOT C pa3BeTBHCHHOﬁ

nenbio ¢ Mmouoli (KoMruiekcHoe onpeienieHne coiepikanusi OpraHMuecKuX KUcioT B Moue) [6,8].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
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Kommentapuu: Kpamnocms npogedeHus ananuzos onpeoensemcs coOCmosHuem pedeHka (8

cpeonem — 1 pas 6 200)

Eoicecoono  nayuenmol  dondcnvl  npoxooums  yenyOneHnoe  00Ciedosanue 8 - YCIA08UAX
cmayuonapa  (OnumenbHOCmMy — 2ocnumanuzayuu  He Menee 10 cymok), e0e makoice

OCYWEeCMBIAIONICA Heobxooumble pea6uﬂumauu0HHbze meponpusimus.

. Pexomenayercsi mpoBenenue snekrpodnedanorpadun (3307) mamuenram ¢ BKC npu
HAJIMYMKA HEBPOJIOTMYCCKONW CUMIITOMATUKU JUIS BBISBICHUS SIHJICHTHYCCKONH aKTUBHOCTH [23,
33].

YpoBeHb yoenutebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 5)

KommenTapuu: 6 mom uucne 331" ¢ sudeomonumopuneom. Ilpu omcymcmseuu npucmynos-me

peoaice 1 pasa e 20@, npu Hajaiuduu snujienmudyecKux npucmynoe- no NOKA3aHusiM.

o Pexomenayercsi mpoBelaeHHE yIbTpa3BykoBoro ucciepoBanus (Y3U) opraHos
OpromHo# mostocty nanueHTam ¢ bKC st BeIsiBIIeHHS natojioruu nedenu [32].

YpoBeHb yoenuteqbHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 5)
KommenTapuu: Kpamuocmos npu omcymcemeuu uzmeHnenuti-ne pedice 1 paza 6 200, npu naiuuuu

namoJyiocuu ne4YeHu- no NOKA3AaAHUAM.

o Pexomennyercs mnpoBeneHue odraipMockonuu manueHTaMm ¢ BKC ¢ menbro
CBOEBPEMEHHOTO OOHApYKEeHHUs 0()TaIbMOJIOTHYECKOM maTooruu [15].

YposeHb yoenureqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommentapumn: Kpamuocme npu omcymcemeuu usmenenuti-ne pedxce 1 paza 6 200, npu Haiuduu

namoJjiocuu — no NOKA3aHUAM.

. Pexomenayercsa mnaunuentam ¢ BKC npoBeneHune KoppeKuuu J1€4eOHOTO MUTAHUS M
CUMITOMATUYECKON Tepamnuu C LEIbI0 UCKITIOYEHHs O€TKOBO-3HEPTreTHYECKOW HEeJJ0OCTaTOYHOCTH
[24].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)

KommenTapun: Koppexyuio ouemomepanuu npo8oosim 6payu-2eHemuKu Uil 8paiu-ouemonou
¢ yacmomoti 1 p/mec na 1 200y sxcusnu, oaree 1 p/3 mec u no nokasanusim 0o 3 sem, I p 6 mec

nocie 3 nem
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Koumpons ¢axmuueckoco numanus (Xumuueckoeo cocmasa payuona) O01s npeoynpercoeHusl
pazeumusi 0euyUmMHbIX COCMOAHUL NPOBOOSIM ) Oemell 8 PeaHUMAYUOHHOM nepuooe —
exceoOHesHo, y demell nepeoco 2o00a dcushu — He pedce 1 paza 6 7-10 Oweil, y nayueHmos
cmapwe 1 2cooa— 1 paz 6 1-3 mecaya.

CHuoicenue ypogus cemo2nobuna, oiceneza, obdbweco Oeika, arbOYMuHa U AMUHOKUCIOM

YKa3zvieaem Ha HeOOCMAmMoYHOCMb HYMPUMUBHOU NOOO0EPIHCKU.

. Pexomenaytorest uisi HaOJMIOJACHHUS TAIMEHTOB C YCTAaHOBIGHHBIM muarHo3om BKC
MPUMEHSTh MYJTbTHAUCIUTUIMHAPHBIA TIOX0]] B BUAY TOTO, YTO 3a00JICBAHUS XapaKTEPU3YIOTCS
MOPaXCHHEM MHOTHUX OpPraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOW Tepanmuu, 4TO JHKTYeT

HEOOXO0AMMOCTh COBMECTHOTO BE/ICHHS MAIIMEHTA CIICIIMATACTAMU pa3HbIX mpodueit [17].

YpoBeHb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeJILCTB — 5)
KomMeHTapum: nokazanvl nepsuunvie u NOGMOPHulE KOHCYIbMAYUU BPAYA-2eHEMUKA, 8Paya-
ogpmanvmonoea, 6paya-He8poNO2a,  6PAUA-2ACMPOIHMEPONO2A, BPAUA-OUEmOoNoed, 6paya-
9HOOKPUHON02d, 8PAYA-KAPOUOJI02d, 8paya-0emcKo20 Kapouonoad, 8pada-Hepponoza, 6paya-
neouampa, epaia-mepanesma/ 6pad oowel Npakmuku (cemelnsili 8pav), epava-ncuxuampa,
MEOUYUHCKO20 NCUX0N02d. a makdxce @paveu opyaux cneyuanvHocmeu nayuenmam ¢ BKC,

uMeruuM HapyueHus YHKYUuti COomeemcmsyouux opeanos u cucmem

o Pexomenayercss oOydeHue poauTenedl MOpaBUjaM OpraHu3allMMd  Tepanuu B
MEXIPUCTYTHBIA NEPUOA U B NEpUOA Yrpo3bl Mertabonnyeckoro kpuza nanueHtoB ¢ BKC ¢
IeJIbIO MPEOTBPAIICHHS Pa3BUTHSI TOBTOPHBIX METa0OIMYECKUX KPH30B [17].

YposeHb yoeauTeabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeIbCTB — 5)
Kommenrapum: V pooumeneii pebenka 6cezoa Oondcha Ovbimb namsamka ¢ YKA3aHUeMm

HEOMIONACHLIX MEPONPUSMULL 8 NEPUOO HAYUHAIOue20Cs memaboauyecko2o kpusa (IIpunoscenue

B).
6. Opranusanus oka3aHusi MeIUIUHCKOH IMOMOIIH

6.1 loka3anust AJIA TOCIIMTAJIN3AIINMHA B MCAMIMHCKYIO OPraHMu3anmIo

Hokaszanus 0ns naanosoul cocnumanu3ayuu 6 Me()uuuHCKwo opeaHu3ayuro.

1. MMPOBCACHUC NUATHOCTHUKU U JICUHCHUA, Tpe6yroume MMpOAOJIKUTCIIBHOTO (,Z[HCBHOC NN
KpYTJIOCYTOYHOC HpC6BIBaHI/Ie) MCIUIIMHCKOI'O Ha6J'IIO,Z[CHI/I$I U MOHHUTOPHHI'A KIIMHUKO-

1ab0paTOPHBIX MMOKa3aTeNeH;
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2. HEOOXOIUMOCTHh TMPOBENEHUS PA3IUYHBIX BUJOB OKCIEPTH3 WIM OOCIEJOBaHUS B
MEJMIIMHCKOW OpraHM3allMi TpPH HEBO3MOXKHOCTH IPOBEJCHHS WX B aMOYJIaTOPHBIX
YCIIOBUSAX (B TOM yucie odopmiteHHE 3aKJIFOYEHUS (benepanbHOTO
KOHCHJINyMa/BpauyeOHONW KOMHUCCHH ).

Ioka3zanus 013 IKCMPEHHOU 20CRUMATU3AUUU 8 MEOUUUHCKYIO OP2AHU3AUUIO

1. ocTpeie yrpoxKaroIue s XU3HA U PA3BUTHS OCIOXHEHHH COCTOSHHS, B TOM YHCIIC
MeTaOOIMYECKUN KpHU3, TPEOYIOIIHe HEOTI0KHOrO JICYCHHSI, B TOM YHCJIC HHTCHCHBHOM
TEpaNuM, a TaKXe KPYIIIOCYTOYHOIO MEIUIMHCKOTO HAONIOJACHUA € IPOBEICHHS

CIICnyaJIbHbIX BH10B O6CH€I[OBaHI/I$I " JICUCHUA.

6.2 Iloxa3aHusa K BbIIHCKE NAIMEHTA U3 MEANIMHCKON OpraHu3anun

1. oTcyTcTBHE Yrpo3bl AJs )KU3HU MALMEHTA U YTPO3bl PA3BUTHSI OCIOKHEHHH, TPEOYIOINX
HEOTJIOKHOTO JICYECHHUS [IPU 3aBEPIICHNUE JUArHOCTHUECKUX MEPOIPHUITHIA.

2. crabunm3anysi COCTOSIHUSL W OCHOBHBIX  KIMHHKO-Ta0OpPAaTOPHBIX  ITOKa3aTelei
MATOJIOTUYECKOTO  MPOLIeCcCa, OTCYTCTBUE HEOOXOJUMOCTH B  IPOAOHKUTEIHLHOM
MEIUIIMHCKOM Ha0JI0IeHNH (JIHEBHOE WK KPYTJIOCYTOUHOE MpeObIBaHUE);

3. BBIIIOJHEH IUIaH OOCJEIOBaHUS W JICYCHUS NAIMEHTa, JaHbl PEKOMEHIAIMH 110
JaJIbHENIeMY HaOJII0/IEHUIO U JICUEHMUIO,

4. HeoOXOoUMOCTh TEpeBoJa MAalMeHTa B JAPYyroe MEIUIIMHCKOE YYpeXICHUE WU
YUpEXIE€HUE COIIMATIBLHOIO 00eceueHusl.

Ilocne evinucku usz cmayuonapa nayueHm OO0JHCEeH HAXOOUMbCA Ha dmane ambyiamopHo-
NOMUKIUHUYECKO20 HAONI0O0eHUus 'y 8pavya-neouampd, 6paya-Heepono2d, 6payd-2eHemuKd,
nayueHmsl ¢ CUMNMOMAMUYECKOU SNUNENnCUell HYHCOaomesa 6 HabI00eHUU 8paia-Hesponoa,
umerowe2o onvim GedeHus nayueHmos c snunencuei. Kouwcynomayuu opyeux cneyuanucmos

HA3HA4Yaromcs no nOKA3aHusAM.

1.13 HpuHUMDBLI OPraHu3alMy MeauunHcKoi nomonu nanuenram ¢ BKC

Ilocmanoexka ouaenosa BKC cmasum mHo2o 6onpocos neped poOCMEeHHUKAMU
nayuenma u nepeo cneyuarucmamu, pabomarowumu ¢ makumu nayuenmamu. Muozouucnennvie
npobiemvl, 803HUKAIOWUE NPU OOHAPYIHCEHUU U PA38UMUU 3A001e6aHUS, OJisl peuleHUs KOMopbix
mpebyemcs 2pamoOmuas OP2aHU3ayus nPoyecca NOMOWU NPU Y4acmuu MyI1bmuOUCYUNnIUHApHOU

KOMAHObL CReYUAIUCMOo8 U coO00eHUe OCHOBHbIX NPUHYUNOG U NOOX0008 K ee OKA3AHUIO.
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Hannvie npunyunsvt 001dCHbL COONO0AMbCA HA NI0OOM dmane OKA3aHUus MeOUYUHCKOU
nomMowju, Kax 8 MOMEeHM MNOCMAHOBKU OUACHO3d, MAaK U Ha J10boM smane HAOIOOeHUs
nayuenma.

1) IMayuenm u e2o npedcmasument OONNHCHbL NOLYYANMb NOJHYIO UHGOPpMAUUIO 0 3aD0e8anul,
€20 meyeHuu, namozenese, NPOSHO3AxX, OCIOHCHEHUAX U MEMOOax 803MONCHOU Mepanuu.

2) [luaenoz BKC nodpaszymesaem 603MOMCHOCMb OKA3AHUS NEPEUYHOT, CReYUATUSUPOBAHHOU U
NALIUAMUBHOU NOMOWU HA 8CeX IMANax 3a001e8aHUs.

3) Ilpu nocmanosxe ouacnoza BKC, cemvsi Oondicna Obimb HANpasieHa K CREYUaIucny,
umerowemy onvim pabomsl ¢ nayuenmamu ¢ bBKC, obradarowe2o cospemenHOU
ungopmayueii. 0 meueHuu 3a001€6aAHUL U BOZMONCHOCMU YUACMUA 6 KIUHUYECKUX
UCNbIMaHUusAxX (HOBbIX J1eKAPCMEEHHbIX NPenapamos u/unu mexnuieckux ycmpoticma). Takoice
BADICHLIM  S1GISAEMCS.  UHPOPMUPOBAHUe —ceMell O  CYWecmsylouwux  00uecmeeHHbIX
opeanu3ayusax, pabomarowux ¢ 3motl 2pynnotl nayueHmos.

4) K nabniooenuro 3a nayuenmom ¢ BKC donoicna 6bims npusieuena myabmuouUCyuniuHapHas
KOMAHOA Cneyuanucmos 6 cocmase: neouamp/mepanesm, 6pad-2eHemux, 8pay-ouemonoez,
8PAY-HEBPON02, MEOUYUHCKULL NCUXON02, BPAY-IHOOKPUHONIO0Z, 6PAY-NCUXUAMD, 6paY-
Kapouonoz, epay-gusuomepanesm, epay-2acmposnmeponoe. [pyaue cneyuaiucmsi 00IH#CHb
NPpUBLEKAMbCsl N0 Mepe 803HUKHOBEHUS CneYUuDUIUecKux npooiem.

Bpau-cenemux ocywecmensem ocrosnoe nabdnooenue sa nayuenmamu ¢ bBKC. B kpye
obsa3anHOCmell  8paya-ceHemuxa — 6xo0um — 00ciedosanue U NOCMAHOBKA — OUACHO3A,
uH@opmuposanue cemvu 0 3a001e8aHULU, COCMABLeHUe NIAHA MHO2ONPODUILHO2O HAOIIOO0EHUs,
ocyujecmenams — HabmoOeHue  3a  NAYUEHMOM,  OYeHU8amv  OUHAMUKY U CHeneHb
npocpeccuposanusi 3a001e6aHUsi Npu PeSyIsapHbIX OCMOMPAX, HA3ZHAYAem No00epHCUBAIOULVIO
mepanuto. [lpu nacmynienuu ghepmunvroeo 6o3pacma y nayuenmos ¢ bKC cocmasnenue niana
npeoepasudapHou noo2omoeku 0as npoguiakmuxku mamepurckou bBKC, mecmuposarue
napmuepa Ha eemeposucomuoe Hocumenbcmeo. Ilpu cocmasnenuu niana MHO2ONPOQPUILHOLO
HaOn0O0eHUs, 8pay-2eHemuKx onpeoeisem KpamHOCMb HAON0OeHUs Yy Opyeux CHeyualucmos
MHO2ONPOPUILHOU KOMAHObI, COOMBEMCMBEHHO MeKYUeMy cocmosanuo nayuenma. Ilpu
KAACOOM OCMOMPeE 8PAY-2eHeMUK OCYWeCmeIsem NepeoyenKy meKyue2o coCmosanus nayueHma
U 8 COOMBEMCMBUL C IMUM BHOCUN KOPPEKMUPOBKU 6 NIAH MHO2ONPOPDUIbHO20 HAOM00eHus. B
CBOUX DPEKOMEHOAYUsAX 6pau-2eHemuK yKa3vleaem HeobdXooumbvle nayuenmy aeKapcmeeHHble
npenapamvl, OUeMoOmepanuio u Op. 6 COOMEEMCMEUU C BbIAGIEHHLIMU NOMPEOHOCMAMU

nayuerma
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7. lonostauTEeAbHAA HH(pOpMALKS (B TOM 4nciie (PaKTOPhI, BJUSIOIIAE HA

HCX0/1 3a00J1eBaHMsI WJIH COCTOSIHMS)

HpOI‘HO3 COCTOSIHUA U YPOBHA IICUXUYCCKOTO PA3BUTHUA MNAOUCHTOB 3aBUCUT OT (bOpMBI
3a00JIeBaHUs U CBS3aHHOM C HEW TSHKECTH SH3MMHOTO JedeKTa; CPOKOB Havalla U aJIeKBaTHOCTH
CHEIUAIM3UPOBAHHOTO JieueHus; 3((HEKTUBHOCTH MHTECHCHUBHOW TEparuy KETOAIMJI0THUYECKUX
KpU30B, BEIyIIUX K OTEKy ToJIoBHOro Mo3ra u Tiaybokomy mopaxkenuto [[HC. IIpornos
3a00JI€BaHNsA OTHOCUTEIBHO OJIArONPUATHBIA JUIsl KU3HU IpU paHHEH JUarHoCTUKE U

TIIAaTCIbHOM MeTa00INYECKOM KOHTpPOJIC.
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Kpurtepuu oneHku kayecTBa MeIUIIMHCKON MOMOIIU

Ouenka
Kpurepun xkayecrBa BBINOJIHEHHS
KpUTepHUs
Belinosnineno oIpeziesieHue YpOBHS aMHHOKHCJIOT, Ha/uer
AIWIKapHUTUHOB B KPOBU METOJOM TaHAEMHOM Macc-
CIIEKTPOMETPUU IpU MEPBUYHON JMATHOCTUKE, Aaliee — IS
KOHTPOJIA JIeUeHHs He pexe |1 p/6bmec.
KommuiekcHoe — ompeneneHue CoAep aHUsl —OpraHMYeCcKHUX Ha/uer
KHUCJIOT B Mo4Ye (MpU NMEPBUYHON JMAarHOCTUKE) U Jajiee He
pexe 1 pasza B rog.
Brmmonnena MOJIEKYJIIpHAast JIHK-nnarnoctuka Ha/uer
(uccnenosanue reno BCKDHA, BCKDHB, DBT u DLD) npu
MEPBUYHON INarHOCTHKE.
[IpoBeneHa KOHCynbTalMsl Bpaya- F€HETUKA NPU NEPBUYHOU Ha/ner
JIMarHOCTHKE
IIpoBeneHa KOHCyJIbTalMs Bpada-HEBPOJIOra IPU NEPBUYHOU Ha/ner
JMAarHOCTHKE, Jlajee M0 MOKa3aHusIM, He pexe 1 pas3a B roz.
[IpoBeneHa KOHCyJIbTalUsl Bpada-TeHETHKAa W/WIM Bpayda- Ha/ner
JUETOJIOTa € LIEJBI0 KOPPEKLUNN JUETOTEpPAlMU € YaCTOTOM ¢
yactotor 1 p/mec Ha 1 romy xku3uu, maimee 1 p/3 mec u 1o
nokasaHusiM 10 3 net; 1 p 6 mec nocae 3 ser
BrimonHena MarHUTHO-pe30OHAHCHas ToMmorpadus  w/wim Ha/uer
KOMIIbIOTEPHAss ~ ToMorpadus  rojoBHOro Mo3ra (mpu
NEPBUYHOM  JUAarHOCTUKE W  MNpU  TOAO3PEHUMH  Ha
METa0OTHUECKUIN KPH3)
Ha3snauena nuerorepanust ¢ OrpaHUYEHHEM aMHUHOKHCIOT Ha/ner
JICHIIMHA, U30JICHIIMHA, BaJIMHA.
[TpoBeneHo wuccienoBaHuEe YpPOBHS BOJOPOJIHBIX MOHOB (pH) Ha/uer

KpPOBH, HCCIIEIOBaHUE YpOBHSI Oy(epHBIX BELIECTB B KpPOBH,
YPOBHSI TJIIOKO3bI B KpPOBH, MOJIOYHOM KHCJIOTBI, YPOBHS
HaTpUs B KPOBHU, aMMHaKa B KpPOBHU, KETOHOBBIX TE€JI B MoOue
DKCIIPECC-METOJIOM TpU  IEPBUYHOM JUArHOCTHKE, IIpU
HOJO3PEHHUH U B IEPHOJ METAa00JINYECKOT0 KpU3a.
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IIpuno:xenue Al. CocraB padoueii rpynnbl

Baiinakoa I'.B.- kx.06.H., Beayumii Hay4HBI COTPYIHHMK JIaDOpPaTOpPUU HACIEICTBECHHBIX
6onesnerr obmena @OI'BHY "Meauko-reHeTHUECKUH HayyHBIH I[EHTP UM. aKaJeMuKa
H.IT.bouxoBa", uieH Pocculickoro o0uecTBa MEIUIIMHCKUX T€HETHKOB.

BapanoB A.A.- akan. PAH, npodeccop, n.m.H.; moderHbld npesuneHT Coro3a meauaTpoB
Poccun, cosernuk pykosoautens HUW menmarpum u oxpansl 310poBbs aereid LIKb PAH,
npodeccop kadenpsl nexuarpun u aetckoit peematonoruu ®IAOY «Ilepseiit MI'MY um. .M.
CeuenoBa» MunsapaBa Poccunm (CedeHOBCKMii YHUBEpPCUTET), TJIABHBIM BHEIITATHBIN
crenuanuct neauatp Munsapasa Poccun.

BopoBuk T.J. — mpodeccop, A.M.H., 3aBeayromias JaOOpaTOPUEH MUTAHUS 3I0POBOTO U
6onpHOTO pedbenka PI'AY «HanmoHanbHBI MEAUIMHCKUI HCCIIEIOBATENbCKUNA IEHTP 300POBbS
netei» Munzapasa Poccuu, wieH Accoruanuy MEIUIMHCKUX reHeTHKoB (AMI).

bymyesa T.B. — 1.Mm.H., BEIYILIUN HAYYHBIH COTPYAHHUK JaOOpaTOpuu MUTAHUS 310POBOTO
u OompHOro pebenka DPI'AY «HanumoHambHBI MEIUIUHCKANW HCCICIOBATCIILCKUN IICHTP
3710poBbs JeTei» Munsapasa Poccun , uneH Accouuanuy MEIUIMHCKUX reHeTUKOB (AMI).
Bamaxkmanze H.JI. - 1.M.H., pykoBoauTenb oTAena opdaHHBIX Oone3Hed U MpodUIaKTUKU
uHBanuAu3upyromux 3adonesanuii HWUM nemuatpum u oxpansl 310poBbsa neteit IKb PAH
npodeccop kadenapsl GakyIbTETCKON meauaTpuu neauatpuueckoro ¢akyiaprera I'BOY BO
«PHUMY nm. H.H. ITuporosa» Munszapasa Poccun

BumneBa E.A. — 1.M.H., 3aMectuTens pykooaurtens HUM neauatpum v oxpaHbl 310pOBBS
nereit LIKb PAH MunoOpHayku mo Hay4yHOM paOote, JOUEHT Kadeapsl (axyiabTeTCKon
neauatpun nenuarpuyeckoro ¢akyinprera ®I'bOY BO «PHUMY wum. H.U. Iluporosax
Mumnznpasa Poccun, unen Corosa Ilennarpos Poccun

I'pedenxknn .M. — Bpau-reHeTUK OTAeNeHU MeauuuHcKkoil reHetukn PI'AY «HMMUIL]
310pOBbA JeTei» Mun3apasa Poccun, uneH Accolranuu MeIUIMHCKUX TeHeTUKOB (AMI)
I'moda O.B. — K.M.H., BpauY-HEBPOJIOT-3MWJIEHTOJIOT, Bpad-NIeAAATP, BEIYIIMN HAy4HBIN
COTPYIHUK OT/AEJICHUS TICUXOHEBPOJOTHH U TcuxocoMaTtnuecko natonoruu OPI'AY «Hayunsriit
MEIUIMHCKUN HCCIIEIOBATEILCKUIM LEHTP 340pOBbs Jaerei» MuHnsgpasa Poccum, uiieH
Acconmanuy MEeIUIMHCKUX TeHeTUKoB (AMI).

HMasbinoBa FO.M. — Bpau-reHetuk otaeneHus meaunuHckod reHetuku DOI'AY «HMUIL
3I0pOBbs AeTei» Mun3apasa Poccun, uien Acconmaniy MEAUIIMHCKUX TeHETHKOB (AMI)
HerrapeBa A.B.- n.m.H.,, mpodeccop, 3aBemyromas otaenom neauarpuu, OI'bY «HMMUIL
aKylIepcTBa, THHEKOIOTUU U nepuHatonoruu uMm. Ak. B.M. KymnakoBa», npodeccop kadenps
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12.
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15.

16.

17.

18.

19.

20.

HeoHarosornn  MuHcturyra 3nopoBes  pereirn PI'AOY  BO  "IlepBbiii  MockoBckuit
roCy1apCTBEHHbIA MeAuUMHCKUM yHuBepcuter uMm. W.M. CeuenoBa" MunzapaBa Poccumn
(CedeHoBCcKkU yHUBEPCUTET), WieH Poccuiickoro o0miecTBa HEOHATOIOTOB

Kypxosa H.B. — K.M.H., BeIyluii Hay4HbIi COTpyaHHK oTaena Otaen opdaHHbIX O0oye3HeH 1
npoMIAKTUKNA WHBATHIU3UPYIOMKX 3a0ojieBanuii, Bpau-renetnk HUW neamatpuu u oXpaHsl
3nopoBbs aeteit LIKb PAH, unen Acconumanuu Menuinackux renetukoB (AMI)., wien Coroza
neauatpoB Poccun.

3apyouna B.B — Bpau-renetuk Mmeauko-reneruueckoro oraenenus Moposzosckoit JII'Kb JI3M
3axapoBa E.IO. — n.M.H., 3aBeayromias jgabopaTopuell HaCJIEICTBEHHBIX OoJie3HeH oOMeHa
OI'BHY «Menuko-reHeTH4eCKrii Hay4HbIl 1eHTp uM. akajgemuka H.IT.boukoBay, uieH
Poccuiickoro oOuiecTBa MEAUIIMHCKUX T€HETHUKOB, YJIEH €BPOINEHCKOro 00IIECTBa 10 U3YUYEHHUIO
HaCJIEICTBEHHBIX OoJie3Hel oOMeHa BeniecTB (SSIEM).

3BonkoBa H.I'. — k.M.H., cTapuIMii Hay4HbI COTPYAHUK JaOOpAaTOPUU MUTAHUS 3I0POBOTO U
6onpHOrO pebenka PI'AY «HayuHblii MEAMIIMHCKHA HCCIEIOBATENBbCKUN IIEHTP 310POBBS
nerei» Munsapasa Poccun, wieH Accounanuu MEIULIMHCKUX TeHeTUKOB (AMI).

3yoxoB B.B.- n.M.H. gupekrop uHCTUTyTa HeoHarosornn u neauatpuun PI'BY «HMUL]
aKyliepcTBa, rmHeKkojoruu U nepuHarosnorn uMm. Ak. B.UM. KymnakoBay», unen Poccuiickoro
oOmiecTBa HEOHATOJIOTOB.

KonmakoBa O.b. — K.M.H., Bpau-T€HETUK, 3aBEAYIOLIAsA OTJACICHUEM MEIULIMHCKOW T€HETUKHU
OI'AY «HMMUIL] 3n0poBest aereit» MunsapaBa Poccun, unen Acconuanuu MEAMIIMHCKHX
reHetukoB (AMI)

Ky3enkoBa JI.M. — mnpodeccop, I.M.H., HadaldbHUK LleHTpa HeTCKoil NMCHUXOHEBPOJIOTHH,
3aBeqyroas OTJEJICHUEM IICMXOHEBPOJOTMHU M TCMXocoMarhyeckor mnaronorun OI'AY
«Hay4yHBII MEOUIMHCKMI MCCIIEIOBAaTEIbCKUM LIEHTP 310pOoBbs Aerei» Munsapasa Poccun,
wieH AccollMaluy MeIUIMHCKUX TeHeTUKoB (AMI).

Kyues C.H. — un.-kopp PAH, mpodeccop, a.m.H., nupexktop PI'BHY «Menuko-reHeTuueckuit
Hay4yHbld 1eHTp uM. akajgemuka H.IL.boukoBay, Ilpe3umeHT Accomuanuum MeEAUIIMHCKUX
reHeTuxkoB (AMI).

JissimHa A.A. — Bpay-TeHETHK OTAelieHus MeauiuHckoil reHetukun DOI'AY  «Hayunsrit
MEIUIMHCKUI HMCCIIE0BATENbCKUN LHEHTP 3J0POBbs AETEi», WieH AcCOUUalud MEIUIUHCKUX
reHeTukoB (AMIT

Muxaiioba C.B. —nMm.H., 3aBenytomas otneneanem @PIBY  «Poccumiickas Jlerckas

Knunanueckas boapanuna» M3 PO
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25.

26.

27.

28.

29.

30.

Ha3zapenko JLII. — mpodeccop, I.M.H., 3aMeCTUTENIb JUPEKTOpa MO HAYYHOH M JedeOHOU
paboTe, pPYKOBOIWTEIL JlabopaTopuH HaciaeACTBeHHOM marojorun HUWW  meaumuHckon
renetuku, Tomckoro HUMI PAH, unen Accorpanuu METUIIMHCKUX TeHeTUKOB (AMI).
Hama3zoBa-bapaunoBa JI.C.- akan. PAH, npodeccop, a.Mm.H., npesuneHt Coroza meanaTpoB
Poccun; nact-npesunentr EPA/UNEPSA; pykoBonutens HUW neauatpun u oXpaHbl 3/10POBbBS
nereit LIKb PAH, 3aBemyromas kadenpoit ¢axyabTeTCKOH NeauaTpuy IMeIHaTpHYECKOro
dakynerera ®I'BOY BO «PHUMY wum. H.U. IluporoBa» MunzapaBa Poccum, TriaBHBIN
BHEUITATHBIN IETCKUN CHEHAIUCT 1Mo npoduaakTiiueckoi meaunune Munsapasa Poccun.
Huxonaesa E.A. — 1.M.H., IJIaBHBIII HayuyHbI COTPYJIHUK, PYKOBOJUTENb OTAEIICHUS
HACJIEACTBEHHBIX M BPOXKICHHBIX 3a0oyieBaHMM C HapyumieHueM ncuxuku Hayuno-
HCCJIEI0BATENbCKOrO KJIMHUYECKOI0 MHCTHTYyTa mneauaTtpuu umeHu akana. HO.E. BenbTumena
I'bOY BIIO PHUMY wum. H.U. IluporoBa MunszapaBa Poccuu, unen Accouuanuu
MEAMIMHCKUX TeHeTUKOB (AMI).

IMak JILA. — a.M.H., Bpau-HeBpoJioT, HadanbHUK LlenTpa peaxux Oonesneir ®I'AY «HMUILL
310pOBbs AeTei» Munznpasa Poccun

HamkoBa U.E., x.M.H., 3aBeayromas neauarpuyeckuM oraeneHnem OPI'BY «HannonanbHbi
MEAMIMHCKUI HCCIe10BaTeNbCKUI LIEHTP TPAHCIUIAHTOIOIMH U UCKYCCTBEHHBIX OPIraHOB UMEHU
akanemuka B.U. [llymakoBa» MunucrepcrBa 3apaBooxpanenus Poccuiickon @enepannu
I[IymkoB A.A. — K.0.H., BEAyIIHI HAy4HBII COTPYAHUK JTAOOPATOPUH MOJIEKYJISIPHON T'€HETUKU
u kieroyHoit Ouonorun PrAY «HMUIL] 3nopoBbs aereity MunsnpaBa Poccum, uieH
Acconmanuy MeIUIMHCKUX reHeTukoB (AMI)

Penuna C.A. — k.M.H., Bpau-TeHeTuk ®I'BHY "Menuko-reHeTuueckuii Hay4HbIM LEHTP HM.

akagemuka H.I1.boukoBa ", unen Poccuiickoro ooOmiecTBa MEIUIIMHCKMX TE€HETHKOB, 4JICH
Acconmanuy MeIUIMHCKUX reHeTUkoB (AMI)

CaBocrbsinoB K.B. — k.06.H., HavyanbHuK lleHTpa QyHIaMEHTaJbHBIX HCCIEIOBaHUN B
nequatpun ®I'AY «HMUILL 3popoBes nereit» MunznpaBa Poccuun, uwineH Acconuanuu
MEAUIIMHCKUX TeHeTUKOB (AMI).

CenumszsinoBa JI.P. - x.M.H., Benymmii HayuHbld coTpygHuk HUWW neamatpum m oxpaHbl
3nopoBbs nereit LIKb PAH MunucrepctBa Hayku M BbicHiero oOpas3oBaHust Poccuiickoit
®denepannn, A01EHT Kadenpsl neauatpun U aerckoi peemaronoruu ®I'AOY «Ilepseiit MITMY
uM. .M. CeuenoBa» MunszapaBa Poccun (CeueHOBCckMi YHUBEPCUTET), AOLEHT Kadeapbl
dakynpTeTcKOi neauaTpuu neauarpudeckoro akynsrera ®I'bOY BO «PHUMY um. H.U.
ITnporosa» Munznpasa Poccun, unen Coroza neguatpos Poccun

®egoceenko M.B.- k.M.H.,, 3aBeAyromas OTAEIOM pa3pabOTKW Hay4YHBIX TOAXOA0B K

HMMYHU3AIIUKU TAUCHTOB C OTKJIIOHCHUSAMHU B COCTOAHHU 3O0POBbA W XPOHHUYCCKUMU
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31.

00J1e3HsIMHU, BEyIIMI HayUYHBIA COTPYAHUK, Bpau-niequarp HUW nenuatpun u oXpaHsl 310pOBbS
nereir [IKb PAH MunucrepcTBa Hayku W BeIciiero oOpazoBaHusi Poccuiickoii denepanuu,
noreHT Kadenpsl (aKyJIbTeTCKOW TmeauaTpuu mnexuarpudeckoro ¢akyinpsrera @I'BOY BO
«PHUMY um. H.W. ITuporosa» Munzapasa Poccun, unen Coroza neguatpoB Poccun

®@ucenko A.Il. — a.M.H., podeccop, 3acmykeHHbI Bpau Poccuiickoit denepanuu, TUPEKTOP
OI'AY "HaunoHanbHbIN MEAUIIMHCKUM HCCIEA0BATEILCKUNA LIEHTP 3/10pPOBbs ieTe MuH3/1paBa
Poccun

ABTOPBI TOATBEPKAAIOT OTCYTCTBUE (PMHAHCOBOM MOAICPKKH/KOHPIUKTa HHTEPECOB, KOTOPBIH
HE00X0UMO 0OHAPOI0BATh.
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IIpuno:xenue A2. MeTonoJiorus pa3spadoTKi KJIMHUYECKHUX PEKOMEH A i

HeseBasi ayTuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEHIalMii:

° BpavH-TIeANATPHI,

° Bpauu OOIIeH MPaKTHKH (CEMEWHBIE Bpaym);

° Bpa4U-TCHETUKH;

° Bpa4H-IHETOJIOTH;

° BpavH-HEBPOJIOTH;

° MEIHUIIMHCKHE TICHXOJIOTH;

° ne(heKTOoJIOTH

° CTYICHTHI MeTUIIMHCKIX BY30B, OpIMHATOPHI, aCTIHPAHTHI.

Tabnuma 1.11Ikana oueHku ypoBHeW HocTOBepHOCTH MokazarenbcTs (Y1) ans meronos

JUAarHOCTUKHU (I[I/IaFHOCTI/I‘ICCKI/IX BMCIIATCJIb CTB)

YA PactmmdpoBka

1 Cucrematuueckre 0030pbl MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJIOM HIIU
CUCTEeMAaTUYECKUH 0030p paHJAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIECIOBAaHUMA C
NPUMEHEHUEM MeTa-aHaan3a

2 OtnenpHble HCCIEAOBAHUSA C KOHTPOJEM pPEPEPEHCHBIM METOJAOM MWIIM OT/AEIbHbIE
PaHAOMU3MPOBAHHbIE KJIMHUYECKUE MCCIEAOBAHMUS U CHUCTEMAaTUYECKUE 0030pbl
MCCIIEIOBaHUM JTH000r0 Ju3aiiHa, 3a UCKIIOYEHUEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
MCCIJIEJOBAHNM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanus 0e3 IMOCJICAOBATCIIBHOTO  KOHTPOJIA pe(l)epeHCHLIM MCTOJAOM HIJIN
HucciacaoBaHusa ¢C pecbepeHCHHM MCTOAOM, HC ABIAIOIIUMCA HC3aBUCHUMBIM OT
HCCICAYEMOI'0 METOJAa HUJIM HCPAHIOMHU3UPOBAHHBIC CPABHUTCIILHBIC UCCIICAOBAHUS, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHHUA

4 HeCpaBHI/ITeJ'II)HI)IG HCCICA0BaHMs, OITMCAHNEC KIIMHUYCCKOTO ClIy4das

5 HNmeeTcs aumibs 000CHOBaHHE MEXaHU3Ma JIENCTBUS UIM MHEHHE OKCIICPTOB

Tabmuua 2.111kana oeHKH ypoBHEH T0CTOBEpHOCTH Jgoka3atenbcTB (Y /[[)ans meronos
npoUIAKTUKY, JI€UEHUS U peabuanTanuu (MpopuiakTHYECKuX, Je4eOHbIX, peaOuIuTallHOHHBIX

BMEUIATENIbCTB)

Y PacmugpoBka
1 | Cucremaruueckuii 0630p PKU ¢ mpuMeHeHneM MeTa-aHaan3a

2 | Ornensupie PKUM u cucrematnueckue 0030pbl HCCIIEAOBAaHMM r000r0 Ju3aiiHa, 3a
nckirouenrnemM PKH, ¢ mpuMeHeHneM MeTa-aHanusa

w

HepaH,Z[OMI/BI/IpOBaHHLIC CPaBHHUTCIILHLIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUSA

4 HeCpaBHI/ITCJ'ILHBIC HCCJICAOBAaHUs, ONMMMCAHUC KIIMHUYCCKOr'o Ciiy4dast UJIM CCPUU CIIy4acB,
HNCCICIOBAaHUS «CJ'Iy‘-I&ﬁ-KOHTpOJ'II:»

5 HNmeercs mumb 000OCHOBaHUME MEXaHU3Ma JIENCTBHS BMeEIIaTeIbCTBA (,Z[OI(J'II/IHI/I‘{CCKI/IC
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‘ MCCIIE0BAHMS) MJIM MHEHHE SKCIIEPTOB

Tabmuma 3.11Ikana onenku ypoBHel yoenutensHoctu pekomernanuii(VYP) mis Mmetono

npopWIaKTUKK,  JUATHOCTHKH,  JIEYeHHs ©  peabunurtaumu  (IpOPHIAKTHYECKUX,

JUarHoCTHYCCKHX, J'IC‘IC6HBIX, pea6I/IHI/ITaHI/IOHHBIX BMeI_HaTeJ'IBCTB)

YVyPp

Pacmmmdposka

A

CunpHast pexkoMeHJalus (Bce paccMmarpuBaeMmble KpuTepuud 3(EHEKTUBHOCTH
(ucxompl) SBISIOTCS BaXXHBIMH, BCE MCCIEOBAHUS MMEIOT BBICOKOE WJIHM
YAOBJIETBOPUTEIILHOE  METOJIOJIOTMYECKOe  KaueCcTBO, WX  BBIBOJABI IO
MHTEPECYIOIIMM MCXOaM SIBJISIFOTCS] COTIACOBAHHBIMH )

YcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpuTepuu 3¢(HEeKTUBHOCTH
(McxXonpl) SIBJISIOTCSL BaXHbIMHU, HE BCE MCCIEIOBAHUS HMMEIOT BBICOKOE I
YAOBJIETBOPUTEIILHOE METOAOJIOTMYEeCKOe KayeCcTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIIMM UCX01aM HE SIBJIIIOTCSI COTJIACOBAHHBIMU)

Cnabast pekoMeHaanus (OTCYTCTBHUE JOKA3aTENIbCTB HAJIEKAIIEro KayecTBa (Bce
paccMaTtpuBaemMbie KpUTepHH ((HEKTUBHOCTH (MCXOMABI) SBISIOTCS HEBAXKHBIMH,
BCE HMCCJIE0OBAHUS UMEIOT HU3KOE METOJ0JIOTMYECKOE KaYeCTBO U UX BBIBOJIBI 110
MHTEPECYIOIIMM UCX0/IaM HE SIBJIIIOTCSI COTJIACOBAHHBIMU )

[Topsnok 0OOHOBICHUS KIMHUYECKUX PEKOMEHIAIUH.

Mexanu3m OOHOBJIEHUS KITMHUYECKUX peKOMeHI[aIII/If/'I npeayCcCMaTpuBacT UX CUCTCMATUYCCKYIO

AKTyaJIM3alnIo — HE PEIKC YEM OAHWH pa3 B TPU roaa, a TakKKe IPU MOABJICHUHN HOBBIX JAHHBIX C

MO3HUILMH JOKa3aTeIbHOM MEIUIIUHBI 10 BOIIpoCaM JHArHOCTHUKH, JICUCHUA, HpO(I)I/IJIaKTI/IKI/I n

pea6I/IJ'II/ITaI_[I/II/I KOHKPCETHBIX 38.60J'I€B8.HPIIZ, HaJIMYUHA 00OCHOBAHHBIX ,HOHOJIHeHI/II‘;I/3aMe‘laHHI>'I K

panee yrBepxkaéHHbIM KP, HO He yaie 1 pa3a B 6 Mecses.
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IIpunoxenue A3. CipaBo4Hbie MaTepHAJIbI, BKIKYas COOTBETCTBUE
MOKA3aHUI K IPMMEHEHUI0 U IPOTHBONOKA3aHUI, CII0CO00B IPUMEHEHUS U
103 JIEKaPCTBEHHBIX NPeNnapaToB, MHCTPYKIUH M0 NPUMEHEHHUIO

JJEKAPCTBCHHOI'0 IIperiaparta

1. [Ipuka3z Munsapasconpa3zputuss PO Ne 185 ot 22.03.2006 roma «O MaccoBom
o0cieIoBaHUY HOBOPOXKICHHBIX JeTel HA HACIIEACTBCHHBIC 3a00ICBAHU,

2. [Tpuxa3 MunucTEpCTBa 3/paBOOXpaHEHUs] U couuanbHOro passutuss PD or 16 amnpens
2012 r. N 366H «OO06 yTBepxaenun [lopsiaka okazaHus MeIUATPHICCKON ITOMOIIIH

3. [Tpukaz MunucrepctBa 3apaBooxpaHeHusi PO «O6 yrtBepxkaenun Ilopsaka okazaHus
MEAMIIMHCKOW MTOMOIIY OOJLHBIM C BPOXJICHHBIME U (VUM ) HACIICCTBCHHBIMU 3200JICBAHUSIMI
oT 15 Hos10ps 2012 1. N 9171

4. [Toctanosnenne [IpaBurenscrBa Poccuiickoit @eaepanun ot 9 anpens 2015 roga Ne333
«O06 ytBepxaenun IlpaBun ¢GopMupoBaHHs TEpEYHS CHEHUATU3UPOBAHHBIX MPOAYKTOB
Je4eOHOro MUTAHUS TS IeTeH-MHBAIHUIOBY

5. HNudopmanus o iekapcTBeHHBIX cpeacrBax: https://grls.rosminzdrav.ru

7. MexnyHapoaHast kiaaccudukanus OoJie3HEW, TpaBM U COCTOSHUN, BIIMSAIOIIMX Ha
3popoBbe (MKB — 10);

8. [Tpukaz M3 P® ot 20 ngexabps 2012r. Ne 1183n «O06 yTBep»k /aA€HUHM HOMEHKIATYPHI
JOJIKHOCTEN MEIMIIMHCKUX pa0OTHUKOB U (hapMalleBTUUECKUX PAOOTHUKOBY.

9. [Tpuxa3z M3 PO ot 23 uronsg 2010 r. Ne 5411. Enunblii KBanuQUKAIMOHHBIN CIIPaBOYHUK
JOJDKHOCTEH PYyKOBOJMTENEH, CHENMaIMCTOB M CIyKaliuxX, pasaen KeanuduxanuoHHble
XapaKTepUCTUKH TOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpaHEHUS.

10. ®enepanbubiit 3akoH OT 25.12.2018 Ne 489 489-03 «O BHeceHWU U3MEHEHUH B CTAThIO
40 ®depepanbHOro 3akoHa «0O0 o00s3aTeIbHOM MEIUIIMHCKOM CcTpaxoBaHMM B Poccuiickoit
Oeneparun» 1 OenepanbHelii 3akoH «O0 OCHOBAaX OXpaHbI 37J0pOBbs IpaxaaH B Poccuiickoit
®denepanun» Mo BOIIPOCaM KIMHUYECKUX PEKOMEHIAINI.

11. [Tpuka3z MunznpaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBEpKIE€HUH TOPSIKA U
CPOKOB pa3palOTKu KIMHMYECKUX pPEKOMEHJAlMi, HX TMepecMoTpa, THUIIOBOH (opMbl
KJIMHUYECKHX pEeKOMeHAauuid u TpeOoBaHMH K UX CTIPYKType, COCTaBy M Hay4dHOH
000CHOBaHHOCTH, BKJIIOUYAEMOH B KIIMHUYECKHE PEKOMEHJAlMK HHPOPMALIUN.

12. [Tpuxa3z MunzapaBa Poccun ot 13.10.2017 N 8041 «O0 yTBep:kKIe€HUH HOMEHKIIATypPbI

MEIUIINHCKUX YCIIYT».
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13. ITpuxa3z Munucrepcrsa Tpyna u conuanbHoi 3amuTsl PO ot 27 aBrycra 2019 r. N 5851
«O naccupuKanugax U KPUTEPUAX, UCIIOJIb3YEMbIX MPU OCYIIECTBICHUH MEIUKO-COLUaTbHON
SKCIEPTHU3bI TPak/aH (ellepabHBIMU TOCYIaPCTBEHHBIMU YUPEKIACHUIMU MEINKO-COLIMABLHOM
JKCIIEPTHU3BDY,

14. IIpukas MuHucTEpCTBa 3IPABOOXPAHEHMS W COLMAIBHOIO pasButus Pocculickon
Qeneparun «O mopsAKe MPUMEHEHHS JIEKAPCTBEHHBIX CPEIACTB y OOJBHBIX MO >KU3HEHHBIM
noka3zanusiMm» oT 9 asrycra 2005 r. Ne 494

15. Uudopmannonnoe mnucbMo MunsnpaBa Poccun 1m0 BO3MOXKHOCTH — 3aKyNKHU
JIEKapCTBEHHOI'O npernapara 1o TOPrOBOMY HAaUMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. [lepeueHs crnennaIM3uPOBAHHBIX MPOAYKTOB JIEYEOHOTO MUTAHUS TS JIeTEH-MHBAINIOB
Ha 2020 ron, Paciopsoxenne [IpaBurensctBa Poccuiickoit @enepanuu ot 11 nexadps 2019 rona

Ne 2984-p

OcHOBHbIE HODMATHBHO-IIPABOBBIE AKTHI, PeryJHPYIOIIHe OKa3aHHe

NAJJIMAaTUBHOH MeIMIMHCKON MOMOIIH

1. Oenepanbublii 3akoH «O BHeceHMH n3MeHeHHi B DexepanbHbiidi 3akoH «OO0 OCHOBax
OXpaHbl 3710poBbs rpakaad B Poccuiickoit degepanun» 1mo BompocaM OKa3zaHUs NaTHATHBHOU
MeauuuHcKor momou» ot 06.03.2019 Ne 18-D3.

2. [Tpuxa3z MunsapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372 «O6
YTBEPKACHUM TOJIOKEHHUSI 00 OpraHM3alluyd OKa3aHMs MaJUIMaTUBHOM MEIUIIMHCKON MOMOIIH,
BKJIIOUYAsl MOPSAOK B3aMMOJCHCTBUS MEIULMHCKUX OpraHU3aluil, OpraHu3aluil COLMAJIbHOTO
oOCITy’)KUBaHUSI U OOILECTBEHHBIX OOBEAMHEHUH, HHBIX HEKOMMEPUECKHX OpraHU3aluii,
OCYIIECTBIISIOLIUX CBOIO JIESTENILHOCTD B C(pepe OXpaHbl 310POBbSI».

3. [Tpuxa3z Munzapasa Poccun Ne 348n ot 31 masg 2019 roga «O6 yTBepKJI€eHUU TEpEUHS
MEAMIMHCKUX W3J€IUi, NpeJHa3HAYEeHHbIX JUIS MOJACpKaHWs OPraHOB U CHUCTEM OpraHu3Ma
4eJI0BEKA, PEAOCTaBISAEMBIX JIJIS1 UCIIOJIb30BAaHUS HA JOMY».

4, [Tpuka3z Munsnpasa Poccun Ne 5051 ot 10 utons 2019 roma «O6 yrBepxknenuu [lopsiaka
nepefaud  OT MEIUIIMHCKOM OpraHu3aluy MalueHTy (€ro 3aKOHHOMY MpEACTAaBUTEINIO)
MEIUIUHCKUX HW3JeNui, mpeJHasHaueHHbIX Ui MOJIep)KaHUs (YHKUMI OpraHoB M CHCTEM
OpraHu3Ma 4eJI0BEKa, JJIs UCIIO0Ib30BaHMs Ha OMY NPU OKa3aHUU NMAJUIMATUBHON MEAMIIMHCKON
MTOMOLIH.

5. [Tpukaz M3 P® Ne 831 ot 3 oxtsa6pst 2019 roma «O06 yTBep>KIeHUU BEIOMCTBEHHOMU

1 (S (53:10) mporpaMmal «Pa3BuTHE CHCTEMBI OKa3aHHUs NAJNIMAaTUBHON MEIUIIMHCKOM OMOIITH).
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IIpumep popMyIHPOBKH JUATHO3A

0 bone3Hns «KIeHOBOTO CHUpOIIa». TuaMuH-3aBHCHMAas (bopMa.
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Ipuioxkenue b. Alropurmsl AeCTBUS Bpaya

[TarueHT ¢ momo3peHreM Ha 60Je3Hb KJICHOBOTO
cuporna

Jnarnoctuka

Koncynpranus
HET
npopUIBbHOTO  |¢—

cricquajamucTa

[uarnos
HOTBEPHKIEH?

A

Tepanus B cTanonape

L

JlucriancepHOe HaOMIOCHNE | JICYCHHE C

4

NEPpUOANYCCKHUM KOHTPOJIEM B
CIICHUAJIM3UPOBAHHOM OTACICHUN

Tepanus
s¢dexTuBHa?

A
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IIpuno:xenue b1. Anropurm aeiicreus Bpaya npu BKC B nepuog
MeTa00/IHYeCKOro Kpu3a

TowHOTa AW pBOTA, OTKA3 OT eAbl/CHAXKEHWE anneTUTa, AMapesn, IMXopaaKa, NeTaprus UAW HEBPOIOrMYEcK1e
HapyweHua {HapylweHWe CO3HAHUA, roNoBHaA 6oAb, aTakcUA, AUCTOHUA UK CYA0POTK)

A

- HemepnenHas rocnutanusauma s NpoduALHLIA CTauMoHaP

- MpekpaTUTs Nprem HaTypanbHOro besnka Ha 24-484 makcumym

- B nepvog Ha 24-48 4 nepeBecTM Ha NUTaHME UCKNHYMTENBHO cneuunanusuposaHHoil BCAA-free neuebroit
cmecoto. Ecnu cneuynannsmposaHHan nevebHan CMech OTCYTCTBYET B MELMLMHCKOM YUPEXKIEHNUM, CneayeT
MCNO/Ib30BATL CMECh, MPEAOCTABACHHYIO POLUTENAMM

- AHa/I13bl: 3N1EKTPOAUTLI NAasmbl, KLLLC, KETOHbI MOYM (MK CLIBOPOTOYHBIN B-ruapokcubyTupar, ecnm
BO3MOMKHO), aMUHOKMCAOTLI KPOBK

- NepopansbHasn U/MAn NapeHTepanbHan NPoTMBOPBOTHaA Tepanua (Hanpumep, oHaaHceTpoH 0,15 mr/kr/ao3a)
npu HeobxoaUMOCTH

- MeaneHHas B/B MHdY3UA PacTBOPOB AEKCTPO3bI C 3NIEKTPOAMTHBIMU PAcTEBOPaMM1

A 4

MpPW3HaKK OTEKa roN0BHOTO MO3ra, BKAIOYAA HapYLIEHWE YPOBHA CO3HAHMA, CYA0POr1, HEBPO/IOTMYECKHA
AedULMT WK OTEK AUCKA 3PUTENLHOTO HepBa

OA HET
N

- HemegneHHas KOHCyNbTauuMA peaHMmaTonora,
HEBPOAOTa W APYrMX CNELUaNIMCTOB NO NOKasaHNAM
- MOHUTOPUHT *M3HEHHbIX NOKa3aTenei
- MPT ronosHoOro mosra
- CTaHpapTHOE NeYyeHne oTeKa ro/IoBHOre Mo3ra
- OBy aeHuve Bonpoca o HeobxoammocTn
npoBeaeHUA remoauanmsa
- YCTaHOBKa LIeHTPabHOro BEHO3HOI0 A0CTYNa
- MeaneHHan /8 nHbysua pacTBOPOB AEKCTPO3hI €
3AEKTPOMIUTHBLIMKW PAcCTBOPaMK
- B/B UHY3MA MHCYIMHA NPU TMNEPTAMKEMUU
- B/B uHy3Mna 3KMPOBLIX IMYABCHIA B CTAPTOBOK go3e
1-2 r/r/cyT

l v

MNauueHT cnocobeH ycBansaTh cneuuanu3nposaHHyio BCAA-free neuebHylo cmech 0panbHO U/WAN 3HTEPaNLHO

'
il
! '

- B nepvog Ha 24-48 4y nepeeecTu Ha NUTaHKe
WCKAIOUMTENBHO cneuvanusMpoBaHHoi BCAA-free
NeveBHOWM cMecklo NepopaibHO/aHTEpanbHo

- CyTouHan KanopuiHOCTE paLMoHa A0MXKHA BbiTh

- MapeHTepanbHOe NMTaHUe
{amuHoKKMCnoTHBIE cmeck Bes BCAA,
HUPOBLIE 3MY/IbCHUM, PACTBOPLI ASKCTPO3bI)

yBenuuyeHa Ha 25-50%
‘ v

- KoHTponb keToHoB mouu, KLLLC, 3neKTpoAMTOB Nnasmbl He peske 2 pa3 B CYTKM M NO NOKasaHUAM

- EXXeAHEBHbIH KOHTPO/Ib aMUHOKWCIIOT KPOBU

- Mprem usoneiumHa 1 BaAWHa B 403Mpoeke 80-120 mr/Kr C UL NOAAepXKaHWA WX B NNasme Bbiwe 200
MKMOAb/N

- MOHUTOPWHT U NeYeHUe CoNyTCTBYHLWEA NaToN0TMK

BbINMCKa NaLWMEHTa BO3MOMKHA, Cu:

- YceauBsaer nepopasibHoe NuTaHue

- OTpMUaTENbHBIE KETOHBLI MOYM

- YPOBHM aMMUHOKUCAOT KPOBM B NMPeaenax AONyCTUMbBIX 3HAYEeHWH
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Ipunoxenne Bl. Undopmanms 1 nanmeHTa
Yro Takoe «00JIe3Hb € 32aI1aX0M KJIEHOBOI'0 CHPOIIa MOYH » WJIH JIEHIIUHO3?
«bosie3Hb ¢ 3amaxoM KJIEHOBOIO0 CHPONAa MOYH » WM JIeHIIUHO3 — 3TO penKoe
HaCJIEICTBEHHOE 3a0oyieBaHHEe, MpPH KOTOPOM HapyIIalOTCsl TPOILIECCHI, CBSI3aHHBIE C
paciieruieHueM Oenka. benku, 3To BakHasi COCTaBIsIONIas 4acTh nmutaHus. OHU HEOOXOAMMBI
JUIS POCTa U BOCCTAHOBJICHUS KJIETOK HAIIero opraHu3Ma. UToObl opraHu3M MOT HCIIOJIB30BaTh
0eNloK M3 MUIIM, OH JOJDKEH pacilenuThcsi Ha Oojiee MEIKHUe YacTH — aMUHOKHUCIOTHL. [lanee
Onarojgaps cHelUalbHBIM (epMEeHTaM, 3TH aMHUHOKHCIOTBI PAaCXOJYyIOTCS Ha BBINOJIHEHUE
OTIpeNIeIeHHBIX (PYHKIUN. Y MalMeHTOM C «O0O0JIE3HBIO C 3a11aXOM KJIEHOBOTO CHPOIIa MOYM» HE
paboTtaeT QepMeHT IeruaporeHasa aab(ha-KeTOKUCIOT ¢ pa3BerBieHHOM 1enbio (BCKD), n3-3a
Yero OpraHu3M HEe MOXKET PacHICUTh aMUHOKUCIOTHI JICHIIUH, U30JEHIIMH U BAJIUH, B CBSI3U C
YeM OHH M MX MPOU3BOJHBIC (OpraHuYecKue KUCIOThI) HAKAIUIMBAIOTCS B OpraHU3Me, OKa3blBas
TOKCHYECKOE BO3JEHCTBHE. BBICOKMI ypOBEHb OIPEIEICHHBIX OPraHUYECKUX KHUCIOT MOXKET
BbI3BaTh HEOOBIYHBIN CIAJAKUI 3alax MOYM U I10Ta, OTCIOJa U Ha3BaHUE JAHHOIO 3a00JeBaHUS -
00JIe3Hb C 3aIaxoM KJIEHOBOTO CHPOIIa MOYH.
Hapymienne paboTel gepMeHTa MOXKET OBITH CBSI3aHO C M3MEHEHUSIMH B OJHOM U3 TEHOB,
BCKDHA, BCKDHB, DBT wunu DLD.
Kak nposiBisiercst «00/1€3Hb € 3al1aX0M KJIEHOBOI'0 CHPOIa MOY» ?
OCHOBHBIMH CHUMIITOMaMHU 3a00J€BaHUsA y JETeH TPYJHOTO BO3pacTa SBIAIOTCS pPE3KOe
yXyAIIeHHEe OOIIEro COCTOSHHUS uYepe3 HeCKOIbKO AHeW (wamie oT 7-14 aHeii) mocie Havana
KOPMJIEHUS TPYOHBIM MOJOKOM HIIM MOJOYHOW CMEChIO, BSJIOCTh WIJIM TOBBIIICHHAS
BO30yJIMMOCTb, PBOTAa, OTKa3 OT MUIIM. BO3MOXHBI TakXe CyIOpOTH, HapyIIEHHs CO3HAHMS,
KOMa, CHHIOIIHA OKpacka KO (I[MaHo3), HapylleHWe AbIxaHus (amHo?). Y nered crapiie
OJIHOTO TOJia HaONO/aeTcs 3aJlepKKa MCHUXOMOTOPHOTO pa3BUTHsS, YMCTBEHHas OTCTaJOCTh,
DPUTEMATO3HBIC BBICHITIAHUS HAa KOXE, 4YacThle MH(EKIMOHHbIE 3a00JEBaHMS, CyIOPOKHBIN
CUH/IPOM.
Kak ycraHaBJIMBaIOT AUarHo3 «00J1e3Hb € 3aIaX0M KJIEHOBOI'0 cCUpona Moumw» ?

Ha ocHOBaHMM KIMHMYECKMX CHUMITOMOB Bpad MOXET 3aloJO3pUTh JUarHo3 u
OTIIPaBUTh TalMeHTa Ha JabopaTopHOoe o0Ocie0BaHuE. MetooM TaHIEMHOW Macc-
CHEKTPOMETPUM B KPOBH OIPENEISIOT ypOBEHb TaKUX COEIUHEHHH Kak KapHUTHUH,
AIWIKAPHUTUHBL M aMHUHOKHCIOTHI, C MOMOUIbI0 METOJa Ta30BOM Xpomarorpaduu macc
CIEKTPOMETPUEN — YPOBEHb OPraHWYECKUX KUCIOT MouH. [Ipu  «Oosie3Hu ¢ 3amaxoM KIEHOBOTO

CupoIlia MO4Yu » Ha6moz(aeTc51 IMOBBIIICHHUEC B KPOBHU KOHUICHTpALIUH HeﬁHHHa, HU30JICHIIMHA U
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BajlMHA. B MOYe BBISABIIAIOT MOBBIIIEHUE KOHLEHTPALUU 2-OKCO-U30KAIIPOHOBOM, 2-TUIPOKCH-
W30KaIpPOHOBOHM,  2-0KCO-3-METHUJIBAJIECPHAHOBOM,  2-OKCO-M30BAJICPUAHOBOHM,  2-THAPOKCH-
M30BaJIepUaHOBON U 2-TUAPOKCU-3-METHIIBAJIEPUaHOBOI KucioT. I[lamuentaM ¢ BBISIBICHHBIMU
OMOXMMHYECKUMH H3MEHEHUSIMH, XapaKTEePHBIMHU AJi1 «0OJIE3HU € 3alaxoM KJIEHOBOI'O CHpOIa
MOYM», JIJISl IOATBEPKJICHUS AUATrHO3a MPOBOAST MOJIEKYJIPHO-TEHETUUECKOE HCCIIEIOBAaHUE C
nenbio BeisiBieHUs1 myTanuu B reHax BCKDHA, BCKDHB, DBT unu DLD. O6braHO 11 3TOTO
MPUMEHSIIOT UCCIIEI0BAaHUE C MTOMOIIBIO TAPreTHBIX T€HETHUECKUX MaHelNeH.

Kak Jjieyat «00J1€3Hb € 3a11aX0M KJIEHOBOI'0 CHPOIAa MOYM»?

OCHOBHOM MNPUHIIMI TEpanuu «OOJIE3HHM C 3alaxoM KIEHOBOIO CHPONA MOYU»— CHHU3UTH
MOCTYIUICHHE B OPTaHU3M aMHHOKHUCIIOT JICHIIMHA, U30JEHIIMHA, BAJIMHA JJIS TIPEAOTBpAICHUS
MOBPEXKAAIOIIET0 BO3JCHCTBUS JaHHBIX BEIIECTB Ha OpraHu3M. J{jas 5TOro B NHTaHUU
OTPaHMYMBACTCS HATYpaJIbHBbII OENOK, HCKIIOYAIOTCS MPOAYKTHI C BBICOKUM COJEpKAHUEM
Oenka, TakMe Kak MsCO, pblOa, siflla, MOJIOYHBIE MPOAYKTHI, 0000Bbie U Ap. KommeHncarus
neduruTa Oerka MIPOMCXOIUT 3a CUYET MCIIOIB30BAHMS CIICIIHATIM3UPOBAHHBIX CMECEH Ha OCHOBE
AMUHOKHUCJIOT 0e3 JelIuHa, U30JIeHWlMHA, BajMHAa, COOTBETCTBYIOIIUX  BO3PACTHBIM
NOTPEOHOCTSAM peOEHKa B OCHOBHBIX MHUIIEBBIX BEIIECTBAX U DHEPTHH.

[Ipu OTCYTCTBHM COOTBETCTBYIOIICH TEparuy COCTOSHUE MAIMEHTa MOXKET PE3KO YXYAIIUTHCS,
MPUBECTH K PA3BUTHUIO METAO0OIUYECKOTO Kpu3a, HEOOPATUMBIM TMOCJIEICTBHUSIM BIUIOTH O
JeTanpHOro  HMcxoaa. MeTtabonuyeckuid Kpu3 Takke MOXKET OBITh  CIPOBOIUMPOBAH
HEONMaronmpusATHBIMU  (akTOpamMH, TaKUMHU Kak HapylleHHe JHeTbl, MpeHeOpeKeHue
HAa3HAUYCHMSIMU Bpada, BHUPYCHBIMH M OaKkTepuadbHBIMU HHQEKIHUSIMH, CTPECCOBBIMU
CUTyallUsIMU, TpaBMaMHd M XUPYPrUYECKMUMHU BMEIIATEIbCTBAMHU, OMOIMOHAIBHBIMU U
buznYeCKUMU Harpy3KkaMu WM BOSHUKHYTH Ha (hoHe moiHoro Onarononyuus. [IpenBectHukamu
KpU3a SIBJISIETCSI CHUKEHUE SMOLMOHAIBHOTO TOHYCA, BSJIOCTb, COHJIUBOCTH, OTKa3 OT €Hbl,
MOXET OBITh PBOTA, BO3MOXKEH TMOIBEM TEMIIEPATyphl, 0COOEHHO MpH J1e0r0Te NHPEKIIMOHHOTO
3a00JIeBaHUA.

[Ipu mepBbIX cUMIOTOMax MeTabOIMYECKOTO KpH3a HEOOXOAMMO CPOYHO TOCIHTAIU3UPOBATH
MalKeHTa, 0 MpUe3/ia Bpaya CKOPOH MOMOILY He3aMeIJINTEIbHO HA4aTh TEPANUIO HA IOMY.

VYV mnamuenta mpu cebe Bcerga MOJDKHA HAXOJIWUTHCS TMaMATKAa C YKa3aHUEM HEOTIIOKHBIX
MEPOTIPUSTHI B TIEPUO]] HAUMHAIOIIIETOCS METa00JIMUECKOT0 KpHr3a

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

«bone3Hp ¢ 3amaxoM KJIEHOBOTO CHpPONa MOYM» HACIEAYIOTCS MO ayTOCOMHO-PELECCUBHOMY
TUMYy. DTO 3HAYUT, YTO OOJE3Hb MPOSBISIETCS TOJHKO B TOM CiIy4yae, €ciu o00a pOoIUTens
SBJISIIOTCS. HOCUTENSIMH OOJI€3HW W, XOTS CaMH OHM He OOJeloT, mepenaroT peOeHKY JBa

MOPAKCHHLBIX TI'CHA. bonpmnaCcTBO CCMCﬁ, o€ €CThb pC6CHOK C OTHUM 3360J’ICBaHI/ICM, HC
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CTAJIKUBAIMChH PaHBIIE C MOA0OHOI nmpobiieMoii. PUCK MOBTOPHOTO poXkaeHUS OOIBHOTO peOeHKa
B CEMbE, IJI€ YK€ €CTh OOJIbHbIE IETH, COCTABIACT 25% Ha KaKIyt0 OEpEeMEHHOCTb.

bpatbsa u cectpbl 00ibpHOrO peGeHKa, MOTYT OBITH OOJIBHBIMHU, J@X€ €CJIM y HUX Ha MOMEHT
JIMarHOCTUKU YWIEHOB CEMbU HE OBbLJIO CUMITOMOB. B 1aHHOM ciydae He0OXOAMMO IPOBECTH
JMarHOCTUKY, 4TOOBI KaK MOKHO paHbIIEe HadaTh TEpanvio U u30exarh ociokHeHuil. Taxoke
OHU MOTYT OBITh HOCHUTEIISIMH, KaK MX POAUTENU. YTO Kacaercsi APYruX 4YIEHOB CEMbHU, TO UM
BQ)XHO COOOUIMTH, YTO OHU MOTYT OBITh HOCHUTEISAMH. DTO 3HAYMT, YTO U y HUX €CTh PHUCK
pOXKIeHUs peOeHKa C JTaHHBIM 3a00JIeBaHUEM.

Bce cempn ¢ 3TtuM 3a0osieBaHMEM JIOJDKHBI 00S3aTENIbHO TMPOWUTH MEIUKO-TeHETHYECKOe

KOHCYJIbTUPOBAHHE W TOIYYUTh HOJHYI0 HH(POPMALUI0 OT  Bpada-TeHETHKAa O  pPHUCKE
IIOBTOPHOT'O TPOSIBJICHUS JIaHHOIO 3a00JieBaHMS B CeMbE, OOCYIUTh CO CIELUAIUCTOM BCE
BOINPOCHI, CBsI3aHHBbIE C HacjenoBaHueM 3aboneBaHus. B Poccunm Mmenuko-reHernyeckue
KOHCYJIbTAIIH pabOoTaloT B KAKJJOM PETHOHE.

C nenpro MpOBEACHHS NMPEHATAILHONW U MPEUMIUIAHTAIIMOHHON THAarHOCTUKHU CYIIPYKECKOH mape
IpeBapUTEIbHO HEOOXO0IMMO HPOITH 00CiIeIOBaHNE HA HOCUTENILCTBO MYTAllMil B OJIHOM U3
Ire€HOB, KOTOphIe OTBeuaroT 3a gaHHoe 3aboseBanne BCKDHA, BCKDHB, DBT wumu DLD,
00paTUBIIMCH B CTIEHUAIM3UPOBAHHBIC THATHOCTUYECKHE JIAOOPATOPUHU M MEULIMHCKUE [IEHTPHI.
[IpenatanpHasi IUATHOCTUKA MPOBOIUTCS MOJICKYJIAPHO-TEHETHUECKUMH METOJIaMH, ITyTeM
uccnenoBanus JJHK, BbiienenHoi u3 6uonrara BOPCUH XOPUOHA W/WIIH KJIETOK aMHUOTUYECKOM
KHUJIKOCTH W/WIN TUIOTHOW KPOBH.

He npunnMaiite kakue-muoo JiekapcTBa WK J00aBKH, HE TIOCOBETOBABIIUCH C BAIlTIM  BPAdOM.
KpaitHe BaxHO co0M0/1aTh BCE PEKOMEHAALMM Bpayeil, 4ToObl MaKCHMaJbHO H30€KaTh
pa3sBUTHSI METa0OJIUYECKUX KPU30B.

Kak j1eyaT nanueHTOB B NepHOA MeTA00JMYeCKOro Kpu3a?

Crnenyer BpeMeHHO TIpeKpaTUTh noTpedneHue Oenka (Ha 2448 vacoB). [IoTHOCTHIO OTMEHUTH
0ETOK HEBO3MOXHO, TaK KaK OpPTaHU3M HYKIAETCS B IMOCTYIUICHHH Oellka ¥, eCli ero Oyaer
MOCTYTaTh HEJJOCTATOYHO aKTUBUPYIOTCS MPOLIECCHI KaTaboIu3Ma.

Jloma mpu mepBbIX IpHU3HAKaxX 3a00jieBaHMs, OCOOCHHO KOrja y peOeHKa CHMXKEH ammeTuT
(Hampumep, MpH MPOCTYAE, TPUIIONOJOOHBIX CHUMITOMAaxX, BUPYCHBIX HHQEKIUAX, JHOOBIX
3a00JIeBaHUAX, CONPSKEHHBIX ¢ TemrepaTrypoi >37 °C, TOH3WUIMTE, TaCTPOIHTEPUTE) CIEAyeT
HauaTh TEpaluio MO MPeNOTBpAIEHUIO pa3BUTHS Kpu3a. Ecim ponutenun He yBepeHbI B
NOSABICHUM Yy peOeHKa MEepBBIX NPU3HAKOB MNpHOIMKaronierocs 3adoneBaHus (OJI€AHOCTS,
COHJIMBOCTB, Pa3IpaKUTEIFHOCTh, MOTEPs aIllleTHTa, JIMXOpajaKa, rojoBHAas OO0k, JIOMOTa U
oOurast Oosb, Kamienb, 00Jb B ropje WM yliax), TO B KaueCTBE Mephbl MPEIOCTOPONKHOCTU

pe6eHKy CJICAYCT NAaTbhb BBIIIUTH PACTBOP OJHH pas. CaMpIMu paHHHUMHU TIPpHU3HAKAMU 0OBIYHO
51



SBIISIOTCS HE3HAUYHUTEIHHBICE W3MEHEHHS B MOBEACHUU, KOTOpPHIE OOBIYHO JIETKO 3aMEYaroT
poautenu. Eciu peOCHOK OTHOCHUTEIBLHO 3II0POB M y HEro HET PBOTHI, a TOJIBKO CIA0OCTh H
HEeOOJIbIIIas COHIMBOCTh MOYKHO TIOUTh €r0 Yepe3 pOT PACTBOPOM TOJIHMMEpPA TIFOKO3bI YaCThIMU
IpoOHbIMU TopusaMHU (Tabmuma 1). TouHBIH perenT/KOHLEHTpAIUs IOJUMeEpa TIIFOKO3HI,
PEKOMEHIOBAaHHAS ISl KaXKJI0ro peOeHKa, OTIWYAeTCs, HYKHO y3HaTh y JieYallero Bpada 4To
MMEHHO MOAXOAUT BamemMy pebeHky. HekoTopbsIM eTsM He HpaBUTCS BKYC MOJIMMEpa TIFOKO36I,
U OHU MPEANOYUTAIOT HAMHWTKH, KOTOPbIC MPOJAIOTCS B CylepMapKeTax, HO KOHIICHTpalluu
VIJIEBOJAOB B TaKUX HamuTKax Hioke. [loKymaemple HAlUTKH HYXHO IPHMEHSTH C
OCTOPOXKHOCThI0. HU3KOKanopuiiHble HANMUTKH, HAMUTKH Oe3 J00aBJICHHs caxapa COJepiKar
OYCHb MAJIO MJIM BOBCE HE COJEPIKAT YTIIIEBOIOB, IO3TOMY MX HE CIIEIYET HCIIOJIb30BaTh.

Ecmu y peOeHka MOCTOSHHAas pBOTa M €My HE CTAHOBHTCS JIy4YIlle, POJUTENISM CJEIyeT
HE3aMEeUTHTEIIbHO OOpaTUTHCS B OOJILHUILY JIJIsl 0OCIICIOBAHUS.

Bpagam ckopoii moMornu HeoOX0IuMO MepeiaTh BBIMUCKY C 3aKITIOYCHUEM M PEKOMEHIASIMU
Bpaua 1o Teparuu B MePHOA METabOINIEeCKOTO Kpr3a.

PomuTensm HYKHO B3sATh C CO0OW B OONBHUIYY BClO HH(pOpMaiuio 00 HCIOIb30BAHHBIX
pacTBOpax M JKENaTeJIbHO CaMU PaCTBOPHI.

Kakoii Hy:kHO IPOBOMTH MOHUTOPHHT [IJIfl MAIMEHTOB C 00JIE3HBIO € 3aM1aX0M KJIEHOBOT0
cupona Mo4um» ?

HeoOxomuM MyJIBTUAMCIUIUIMHAPHBIA TOAXO0J K HAONIOACHUIO W JICUCHHIO MAI[MCHTOB C
00JIE3HBI0 C 3aMaXxoM KJIEHOBOTO CHPOIMA MOYW» CIENHUATUCTAMHU Pa3HBIX MPOQHIeH C LETbI0
oOecrieueHnsT KOMIUIEKCHON Teparmud W CBOCBPEMEHHOW €€ KOPPEKIUU MPH HEOOXOIMMOCTH.
s marmeHToB ¢ 0OJIE3HB C 3amaxoM KJIEHOBOTO CHpOINa MOYHM» HEOOXOIUMBI peTyJIsipHbIE
oOcnenoBanus. B tabnuie 1 nmpuBeneH mpuMepHbBIN NepeYeHb U PEryIsSpHOCTh UCCIEIOBAHUIA,
HO B KaXXJIOM CJIy4yae Bbl JIOJKHBI COTJIACOBBIBATH IUIAH OOCJIENOBAHHS CO CBOMM JI€HallUM

BpauoM.

Tabiuua 1 PeryasipHocTs 006cjefoBaHuii npu 00Jie3HH € 3aMaXOM KJIGHOBOIO cHpomna
MO4Yn»

HUccnenoBanue HNuTepBa

Koppekuus nuerorepanuu (MpoBOAAT Bpa4u- ¢ yacmomoti 1 p/mec na 1 200y scusnu, oanee

TCHETHKH WIH BPa4H-JHCTONOTH) 1 p/3 mec u no nokazanusim 0o 3 nem; I p 6
Mec nocie 3 iem

Ynbprpa3BykoBoe uccienosanue (Y3M) opranos Kpamnocme npu omcymemeuu uzmenenuti-ve

Opro1IHOi rooCTH pedice | pasa 6 200, npu HAIUYUU NAMOIOSUU
neyeHu- N0 NOKA3aHUsM.

Onexrposnuedanorpadus (A9 Ilpu omcymemeuu npucmynog-ne pedice 1 pasa
8 200, NPU HATUYUU INUTENMUYECKUX
NPUCMYNO8- NO NOKA3AHUSIM.
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Buoxumuueckuii anaau3 KpoBu KaXkJple 6 MeCSIIEeB IMalueHTaM JI0 6 JIeT, KaXKIbIe
oO0IeTepaneBTHYCCKUI 6-12 mecsres manueHTam crapiie 6 ner. Ho B
nepro nH(MOEKIIMOHHBIX 3a00JIeBaHUA, TIPHA yTPO3e
MeTaboIMYecKoro Kpusa — He pexe 1 pasza B 7-10
JTHEH.

OO0mwmii (KITMHAYECKUN) aHAIA3 KPOBHU KaKIble 6 MEeCsIIeB MannueHTaM 10 6 JIeT, Kaxaple
6-12 mecsirieB manueHTam crapiie 6 ger. Ho B
nepuo NH()EKIMOHHBIX 3a00JICBaHUM, TIPU YTPO3e
MeTa0OoIMYeCcKOro Kpu3a — He pexe 1 paza B 7-10

JTHEH.
KoMIuiekcHOe onpeiesieHle KOHIIEHTPAIMI Kpamnocmo nposeoeHust aHanu308
AMUHOKHCIIOT H AIHIKAPHUTHHOR B KPOBH onpeodensiemcs — COCmMosiHueM  pebenka (8
METO/I0M TaHIEMHOM MacCc-CIIEKTPOMETPHU cpeonem — 1 paz 6 3 mec), Ho & nepuod
KOMIUIEKCHOE OIpeCIICHUE COJCPIKAHUS uH(eKyUOnHbIX  3aB0Ne6anul, npu  yepose
OpraHM4ICCKUX KHCJIOT B MO1C Memaboauueckoeo kpuza — He pedxce 1 paza 6
7-10 oneii.

Kak nauuenTsl mnoJryuaror jedenue B Poccuiickoii ®enepanyuu?

«boe3Hp ¢ 3amaxoM KIEHOBOTO CHUpPOIa MOYHM» OTHOCHTCS K YUCIY PEIKUX HACIEJICTBEHHBIX
OoJie3Hel 0OOMEHA BEIIIECTB M BXOJUT B IMEpPeUYeHb pelnkux (opdaHHBIX) 3a00JIeBaHU, JICUSHUE
KOTOPBIX IPOBOJUTCS 3a CUET CPEACTB peruoHaisbHoro Oromkera . Ilocnme ycraHoBieHue
JarHo3a HEOOXOJMMO BKIIOYCHHE TMAIMeHTa B PErHOHAJIBHBIA CETMEHT pErucTpa 1o
KU3HEYTPOKAIOIIMM peAKUM (OppaHHBIM) 3a00JIEBaHUSIM, C LENIBIO JaTbHEHUIIET0 00eCIICUCHHS
HEOOXOIUMBIM JICUeOHBIM MUTAHUEM U JIEKAPCTBEHHBIMU MpenaparaMu. B pa3HbIX pernoHax 3a
BEJICHUE PErucTpa OTBEYAIOT pa3Hble CIELUUAINCTBI, HO 4Yallle BCEro 3TO Bpauyu-TEHETHKH,
MIOSTOMY TIOCJI€ YCTAHOBIJIEHUS JMArHO3a 00S3aTeNbHO HYXKHO OOpATUTHCS K PETHOHAIHHOMY
Bpauy T'€HETHKY.

Kak moryTt nmomorarts pojHbie U 6Iu3kue?

He 3a0bIBaiiTe — OT ceMbU TaKk)ke 3aBUCHUT ycliex JiedeHus. Hy>kHo coOmoaTh peKoMeHIaluu,
HU TIPY KaKUX YCIIOBHSX HE JIOMYyCKAaTh «CPHIBOB» B IMETOTEPANUH, CICAYET yICNATh BHUMAHHE
peadmMTaM ¥ TUIAHOBBIM OOCIIeIOBaHMSIM. Bce WiieHbl CeMbH JOJDKHBI 3HATH, YTO PEOSHOK
HY)XJaeTcsi B 0cOOOM MUTaHUM U ONM3KUE POACTBEHHHMKH JIOJDKHBI OCBOMTH HaBBIKM pacueTa
JTUETBHI.

PonmuTenu nanuenTa ¢ «00JIE3HBIO C 3aIIaxOM KJICHOBOTO CHPOIIa MOUYW», a B JAbHEHIIIEM B caM
MAIHMEHT JTOJDKHBI OBITh OOYYEHBI MTPaBUJIaM OpPTaHWU3AIUH TEPANTUN B MEXKIIPUCTYITHBIA TIEPUOT
U B IIEPHOJ YTPO3bI META00INYECKOTO KPHU3a.

VY pebenka mpu cebe Bcerga JOKHA HAXOJUTHCS MaMATKAa C YKa3aHUEM HEOTIIOXKHBIX

MEPONPUITHIA B MEPHOJ] HAYNHAIOIIETOCS] METa0O0JINYECKOTO KpH3a.
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[Tporuno3 3aBucutr ot (Gopmbl 3aboneBaHus U Tepanuu. [Ipu cBOeBpeMEHHOM Hauaye JICYCHUs
MIPOrHO3, KaK MpaBuio, OmaronpustHeiil. /luety 601pHOMY HEOOXOAUMO COOJIIOIaTh B TEUCHUU

BCEU JKU3HU.

Ipuiaoxkenue B2. Ilpumep «IKCTPEHHON MAMATKH»

3KCTpeHHaH mamMsaTKka

Baumanmue! ITanuenT Yrpoixkaem 1o passuTuio oCTporo MeTa00JIM4eCKOro Kpu3a,
CBA3AHHOTO C HACJICACTBCHHbBIM 3a00J1eBaHNEM.

1. Ilpu3sHaku JeKOMIIEHCALUM:

- yrHETEHHUE CO3HAHWS;
- BSJIOCTb, CJIa00OCTH, COHJIUBOCTD;

- TIOSIBJICHUE WJIH YCUJICHUE CYJIOpPOT;

- 0OecrokoiiHO€e MOBeIEeHNE, INIAKCUBOCTD;
- CJIaAKOBATHIM 3ammax MOYH/TeNa;

- N3MCHCHHEC MBINICYHOI'O TOHYCA.

2. Ilokazanus K 2ocnumanu3zayuu:
- IPU3HAKH JEKOMIICHCALI;

- MHOTOKpaTHasi pBOTa, Juapes;

- NH(EKIHMH ¢ BBICOKOH JIMXOPAAKOH;

- 00€e3BOKHUBAHUE.

3. Ilnan peiicrBusi:
IIpu moxo3peHnu Ha MeTa00INYECKHUIT KPU3:
3.1. CyTouHas KaJOpUHHOCTh pallMoHa yBenuuuBaercs Ha 25-50%.
3.2. YBenuuenue 6enka Ha 120% OT OOBIYHOIN HOPMBI 3a CUET UCIOJIb30BAHUS
CHeLMaTU3UPOBAHHBIX CMECe Ha OCHOBE aMHUHOKHUCIIOT HE COJePIKAIINX JICHIUH.
3.3. OrpannunTh nocryrvieHue jeinnna Ha 50% unu yopaTh MOJHOCTHIO B 3aBUCUMOCTH OT

CTETEHM MPOSIBJIIEHUS] CUMIITOMOB Ha 24-48y.

3.4. o0ecnieyuTh YacThie KOPMJICHU A HEOOIBIITUMU nopuusAMU B TCHCHUC 2449acoB.
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3.5. Ilpm HaxoXIeHWM TMAIMEHTa JO0Ma, YBEIMYUTh NOTPEeOJICHUE YTIEBOJOB IS

**

BOCITIOJIHCHH A KaHOpHﬁHOCTH 3a CYET pacTBOpa ACKCTPO3bI WM MaJIbTOACKCTPHHA (HpI/I nux

OTCYTCTBUHU — CJ'Ia,Z[KI/Iﬁ KOMIIOT, KI/ICGJ'II))

Tabn Nel CooTBercTBHE MEXKIYy BO3PACTOM peOCHKa U J030H JEKCTPO3BI JUIsi YHTEPATHHOTO
NPUMEHEHHS TIPU TIOJI03PCHUH Ha METAa00INIECKUN KPH3.

[24]
BO3pacT P-p nexctpossl (%) Ho3a JHo3a OHeprus
MJI/KT/4 MII/Kr/cyT KKaJ/Kr/cyT

0-6mec. 15 7,7 183 110
6-12mec. 15 7,0 168 100
1-3r. 20 4,5 110 90

3-611. 25 3,3 80 80
6-12. 25 2,6 65 65

Wnn 6-1211. 30 2,25 54 65
12-15ner 30 1,8 42 50
>15ner 30 1,6 38 45

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

Bospacr (net) | % manpTonexcTpuHa kkau/100m O0mbem (Mi1) B IeHb yepes
poT

o 0,5 10 40 Munumanbao 150 mu/kr
0,5-1 12 48 120 mi/xr

1-2 15 60 100 ma/kr

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

3.6. [Ipy HEBO3MOXKHOCTHU OCYILIECTBIIATH, IOJAEPKUBATh IEPOPATBHOE KOPMJIEHHUE, YCTAHOBUTH
Ha30racTPAJIbHBIN 30H].

3.7. [Ipu rociuTanu3anuy B CTallMOHAp, HAUYaTh HENPEPBIBHYIO HHY3HI0 p-pom 10%
JIEKCTPO3BI*™* U3 pacueTa: HOBOPOXKACHHBIE U JAeTh 10 3-x seT 10-12mr/kr/muH, ot 3 10 10 net
8-10 mr/kr/muH, crapme 10 net 5-8 Mr/kr/Mun

3.8 KoHTpoJIb aHATN30B:
- KIIC, >neKTponauTsl, aMMOHU N
- 001U aHAJIU3 KPOBU
- OTIpe/IeNIeHEe KETOHOBBIX TEJI B MOYE
- buoxumuueckuit ananusz kposu (KOK, AJIT, ACT, riatokosa, ounupyOuH o011, mpsMoid,
moueBuHa, kpeatunuH, [ T'T, D, o6muii 6enok, ans0ymuH, C-p0, Kanuii, HaTpuid,
KaJIbIUH, XJI0D)
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- CIICKTP aMUHOKHCJIOT U allUJIKApPHUTHUHOB

4. BeneHue nanMeHTa Mocje HEOTJIO0KHON CUTYaAMU:
[TpomoskuTh BBEICHUE AEKCTPO3bI 10 CTAOMIM3ALUN COCTOSHUS, 10l KOHTPOJIEM IIFOKO3bI
kposH, KIIC, ypoBHs selilinHa, BaJlnHa, U30JEHIIMHA B KPOBU

[Tpu KynmupoOBaHUU CHUMITOMOB METa0OIUYECKOM JEKOMITEHCAIUN, CHUKCHUU 3HAUYCHHUH
newinaa 10 200MMonw/n y aeteit mumaame S net, 1 300 MMoJIb/1 y IeTel cTapiie S JieT, BeIeHue
MPOJYKTOB COJICPIKALIUX HATYpaITbHBIN OETIOK M3 pacdera ¥4 HE00X0IUMOro CyTOYHOro 00beMa
B IIEPBBIH JICHB, 2 - HAa 2-3-1 JIeHb, 74 - Ha 3-4-i JIeHb, Aajiee B MOJTHOM 00beMe
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IIpuno:xenue I'1-I'N. llIkanbl oeHKH, BONPOCHUKH U APyrue OLeHOYHbIE

HHCTPYMEHTBI COCTOSAHMA NMAIIMCHTA, IPUBCACHHDBIC B KIIMHHYC€CKHUX

PEKOMEHIAIUAX

Ipunoxkenue I'l. Cxema MeTad0IMYeCKHUX MPOLECCOB, MIPUBOASIIUX K
Pa3BUTHIO 00JI€3HU «KJIEHOBOI0 CHPOIAa»
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[Mpumeuanue: mudpoit «1» 0603HaUEH META0OTMUECKHIA OJIOK.
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IIpunoxenne I'2. HopMmbl (pu3HO0I0rH4ecKoii MOTPEOHOCTH B OCHOBHBIX

NMAIIEBbIX BEHICCTBAX U SGHEPIUHA JJIsI 3T0POBBIX IleTeﬁ

Ta6auna 1 — Pexomenayemast HOpMa CyTOYHOTO MOTpeOieHus py 00JIe3HU KIIEHOBOT'O CUPOIa

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

Barlett Publishers, 2010)

N3oneiinun | Jleinun Banun benok Kanopuitnocts | XKXunakoctu

Bo3spact

MI/KT MI/KT MI/KT (06mr.) Kkan/kr MIT/KT
MAIMEHTOB

/KT

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

o MY)KLII/IHBI " JKCHIIHWHBI BHC IICPUOIa 6epeMeHHOCTI/I 1 JJaKTallun

Ta6auna 2 MunuMmanbHbIl O6e30macHblil ypoBeHb Oenka corimacio FAO/WHO/UNU 2007 B

3aBUCHMOCTH OT BO3pacTa.

Bo3spact \ r/kr/cyT
Minanenisl (Mec.)

1 1,77

2 1,5

3 1,36

4 1,24

Hetu (1.)

0,5 1,31

1 1,14

15 1,03

2 0,97

3 0,90

4-6 0,86-0,89

7-10 0,91-0,92
IToapocTku (T.)

11-16 \ 0,88-0,92
B3spocisie (T.)

Crapue 16 \ 0,84-0,87

58




Taoauma Ne3
PexoMeHnmyemas CyTouHasi HOpMa MUTATENbHBIX BellecTB i nauueHToB ¢ BKC B ocTpelil n
OeccMMITOMHBIH nepuo/ (CBoHbIC NaHHbIe) [37].

OcTpslil nepuo beccuMnTOMHBIN ITEpUOA
Dueprus (KKai/Kr) 120-140 100-120
Kupsi (% ot sHeprun) 40-50 % Hopwma st 3mopoBoro
HaceJIeHUs
Benok (r/kr) 3-4 2-3,5
JletinH (Mr/kr) 0 40-100
W3oneiirun (Mr/kr) 80-120 30-95
Banun(Mmr/kr) 80-120 30-95

Taoauna 4 CpenHecyTOUYHbIE HOPMBI (DH3HOJIOTHYECKHUX MTOTPEOHOCTEN B YHEPTUH VIS ICTCH
cormacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bo3spact (mec.) DHeprus DHeprus
(xkxan/kr) (kkan/Kr) xeH
MYXK.
0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (T.)
1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44,4
17-18 50,3 44,1
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Ipuaoxenue I'3. Pacuer nuraHus, XUMUYECKHA COCTAB U IHEPreTHYECKas
LHEHHOCTH JJIfl IeTeH ¢ 00JIe3HbI0 «KJIEHOBOI0 CHPOIA)

Tadoauna 1 Cnenuanu3upoBaHHBIC MPOAYKTHI HA OCHOBE AMHUHOKHUCIIOT O€3 JIeHITnHA,

HSOHeﬁHHHa K BajlMHaA

1

HaumenoBanue benok Kup, YraeBojsl, DHepreTu Bo3zpacr
MIPOJIyKTa (?kxB.) T r r yeckas MIPUMEHEHUS
LIEHHOCTh, KKaJI
Hytpuren 14 14 23 50,4 470 orOmolr.
—val,- ile,- leu****
Hytpuren 20 20 18 50,3 443 crapmre 1 T.
—val,- ile,- leu****
Hytpuren 40 40 13,1 31,3 401 crapmre 1 T.
—val,- ile,- leu****
Hytpuren 70 70 0 3,9 296 crapme 1 romga
—val,- ile,- leu****
MSUD Anamix 13,1 23 49,8 466 or0molr.
infant****
MSUD 25 <0,5 51 309 crapiie 1 r.
Maxamaid****
MSUD 39 <0,5 34 297 crapmie 1 T.
Maxamum™****
«Milupa® MSUD 2 60 0 12,8 291 Hetn
Prima»**** 1-8 et
«Milupa® MSUD 2 70 0 4,1 296 Hetu
Secunday**** 8 — 15 ner
«Milupa® MSUD 3 70 0 42 297 MMAIIHEHTHI
Advantay**** crapiue 15
JIET,
B3pOCIIbIE
BKJIIOYAst
oepemeH
HBIX

1

- BCE IPOAYKTHI 3apETUCTPUPOBaHbI HA TeppuTOopun PD.

O colepoicanue neuyuHa 8 HAMypaibHblX HPOOYKMAX OMAUYAemcs 8apuadenbHOCmbuio.

Pekomeﬁdyemc;z NOIb3068AMbCS OOHUMU CNpaco4YHbIMU mMamepualamu no XuMudecKomy

cocmaesy npoc)meoe, mak KAaK 6 pasnvlx CnpaeovHUKax oanHble Mo2cynm Oomiaudamscs,

O 014 obnecuenus pacyemos JeuyuHa 6 NPOOYKMaAx uyenecooopasHo npuMeHsamo

cmanoapmHvie

mabauybwl,

cooeparcawyue

coomeemcmsyroujeco 50 me netiyuna (maon. 4).
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Ta6auna 2 -OprHeHTHPOBOYHOE KOJIMYECTBO HEKOTOPBIX MPOAYKTOB, COOTBETCTBYIoMIee 50 Mr

JIEUIIHA

[TpomykThI KomnuecTBo benox (1) Jletitun (Mr)

KopoBbe MoII0KO 15 M 0,5 50

Kaprodens 60r 1,0 55

Puc 25r 0,6 47

Bbpoxkonu 451 1,4 51

nuaar 20r 0,4 54

Bananst 55T 0,7 53
IIpuno:xenue I'4. Pacuer quersl. [Ipumepsl

Mpumep Nel:

Bo3spact 3 mec, macca tena 5,9 kr.
VYposens neinmna ceiBopotku 1700 Mmmob/n

1. TlorpeGHocTth Oenka: 2,5 r/kr Beca=2,5x 5,9=14,75r
JleiinmHa: 40-100 Mr/Kr Beca, HO TaK KaK YPOBEHbB JICHIIMHA CHIBOPOTKH MOBBIIIECH,
ClelyeT yCTaHOBUTH Oosiee HU3Koe moTpedienue neinnna — 40 mr/kr Beca =40 x 5,9
=236 wmr.

NOTPEOHOCTH B DHEPTUU HE MEHEe 95 KKaJ/KT.

2. 1-i oram: HeoOXoauMasi HOpMa MOTpeOIIeHUs JerHa 236 Mr/CyT, TPyIHOE MOJIOKO WIIH
aJanTHPOBaHHAsI MOJIOYHASI CMECh COJEPKUT IpuMepHo 1,2 r 6enka B 100 mu1, uto
cooTtBeTcTBYeT 124,8 Mr neitnuna (B 1 r 0eiaka MOJIOUHBIX IPOAYKTOB coaepxurcs 104
Mr aeiiuHa). ExxetHeBHbIA 00b€M TPYIHOTO MOJIOKA WJIH aJalTUPOBAHHONW MOJIOYHOMN
cMmecu OyZeT paBeH:

1248 mr - 100 mn

236 Mr - X M

X=236x100/124,8 =190 (189,1) Ma rpyAHOTr0 MOJIOKA WM aJallTUPOBAHHON
MOJIOYHOM CMECH.

3. 2-i oTam: exenHeBHOE 00111e moTpebnenue Oenka 14,75 r, COOTBETCTBEHHO 00beM Oenka
B 190 MJ1 rpyTHOTO MOJIOKA MJIM a1alITUPOBAHHOM MOJIOUHON CMECH COCTABMT:

1,2t - 100 mx

X 1 - 190 mn

X=1,2x190/100=2281

CoOOTBETCTBEHHO, U3 clienHaIn3upoBaHHon jJeueOHoi cmecu MSUD Anamix Infant

pebeHoK AomkeH monyuuts 14,75 1 — 2,28 r = 12,47 1 Genka (6eIKOBOTO HKBUBAJICHTA).
4. 3-ii oTam: ecnu crienuanu3upoBanHas gedednas cmecb MSUD Anamix Infant npu

CTaH/IapTHOM Pa3BEACHHUU COAEPKUT 2 I OeKoBOro 3kBuBajeHTa B 100 mi, To ee

HEOOXOUMBIN 00BEM:

2r - 100 mn

12471 - X MI

X=12,47x 100 /2 =623,5 mn cnenuanu3upoBaHHoi euedbnoit cmecu MSUD Anamix

Infant.
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Taoéanna 1
XHUMHYECKUH COCTAB pallMOHA PEOCHKA 3-X MECAIIEB C JICHITMHO30M:

HPOAYKTBI KomunuectBo | benku Kupsbr YrneBonusl | KKai
MII r r r

['pyiHOE MOJIOKO 190 2,28 6,8 13,3 127,3

Cnenuanu3upoBanHas | 624 12,47 22,0 46 431

cmecs (MSUD
Anamix Infant)

Bceero | 814 14,75 28,8 99,3 558,3

Ha kr maccsl Tena 2,5 49 10 95

5. IlomyyeHHOE KOJIMYECTBO IPYJHOTO MOJIOKA U CMECHU CJIeIyeT paBHOMEPHO
pacnpenenuTs Ha 6 KopmiieHu. /{7151 BOCIIOIHEHUS SDHEPreTUYECKOM MOTPeOHOCTH
pebeHKa BO3MOXKHO MUCIoNb30BaTh Toko3y (10 r= 100 mn 10% pactBopa=40 xkam) st
pa3BelieHus CIEUATM3UPOBAHHON CMECH UM 100aBIIATh ManbTOAEKCTpUH (10 r B CyTKH
=40kKaj) B TOTOBYIO K yIOTPEOJICHUIO CMECh, PABHOMEPHO PACTIPEICIUB €ro MEXKIY
KopmiieHusIMU. [Ipu 6-Tu pa30BOM KOPMJIEHHHMH IPUMEPHO 1,5 I' MaIbTOEKCTpUHA B
KaX/10€ KOPMJICHHE * - B 3aBHCHUMOCTH OT KOHILIEHTPAIIMH aMHHOKHUCIIOT B TIa3Me KPOBH
(TMC) Bo3MOKHA KOPPEKIIMSI KOHIIEHTPALMM  U30JICUIIMHA U BAJIMHA.

Ipumep Ne2:
Bospacr 4 mec, macca Tena 6,5 Kr.
VYpoBens neifniHa ceiBOpoTKH 1800 MMOIIB/1T
1. [TorpebHOCTS Oenka: 2,5 T/kr=2,5x6=15r
Jleitinna: 40-100 mr/kr Beca, HO TaK Kak ypOBEHb JICUIIMHA CBIBOPOTKHU MOBBIIIEH,
cleyeT yCTaHOBHUTH OoJiee HU3Koe noTpedenue aeitiuna — 40 mr/kr = 40 x 6 =240 mr.
[TorpeGHOCTD B HEprUM HE MeHee 85 KKaJ/KT.
2. 1-# sTan: HeoOxoaumasi HopMa noTpeOIeHus aeiaa 240 Mr/cyT, TpyaHOe
MOJIOKO MJIM aJJalTUPOBAaHHAasi MOJIOYHAsi CMECh COAEPKUT mpumepHo 1,2 r Oenka B 100
MJI, 9YTO coOTBeTCcTBYeT 124,8 Mr seiinuHa (B 1 T Genka MOJIOYHBIX MPOAYKTOB
conepxurcs 104 mr nelinuHa). ExxeiHeBHBIN 00beM TPYJHOTO MOJIOKA WIIN
aJaNTHPOBAaHHON MOJIOUHOM cMecu OyAeT paBeH:
1248 mr - 100 ma

240 Mr - X M

X =236x100/124,8 = 192 mx1 rpyTHOr0 MOJIOKA WJIN alalTUPOBAHHOW MOJIOYHOM
CMECH.

3. 2-11 aTan: exenHeBHOE 001e MOTpedieHne 6enka 15 r, cooTBeTCTBEHHO 00BEM
6enka B 192 mi1 rpyIHOTO MOJIOKA MJTM a1alITUPOBAHHON MOJIOYHONW CMECH COCTaBUT:
1,2r - 100 mn

X r© - 192 mn

X=1,2x190/100=23T

CoOOTBETCTBEHHO, U3 CIIeNMATN3UPOBaHHON JeueOHol cmecu MSUD Anamix Infant
pebeHOK JomkeH momyduTh 15T — 2,3 r = 12,7 r Genka (0eIKOBOTO YKBUBAJICHTA).

4. 3-# oTam: eciu crerraaIn3upoBaHHast JiedeOHast CMeCh TIPU CTaHAAPTHOM
pa3BeneHUH coaepkuT 1,8 T GenkoBoro skBuBanieHTa B 100 M1, To ee HEOOXOUMBIN
o0Bem:

1,81 - 100 M

12,71 - X MI
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X=12,7x 100/ 1,8 =705 mn crienuanu3upoBaHHOM eueOHOoM cMecu Hytpuren 14 - —

leu, -ile —val.
Tabauna 2.
XUMHYECKUI COCTaB paliioHa peOeHKa 4-X MEcCsIIEB C JCHIIMHO30M:
HPOAYKTBI KommuectBo | benku Kupsbr YrneBonsl | KKai
MII r r r
['pyiHOE MOJIOKO 192 2,3 7,0 13,4 129
CnenmammsupoBanHa | 705 12,7 21,2 46,5 437
a cmech Hytpuren 14
- —leu, -ile —val.
Bcero | 897 15 28,2 60 566
Ha xr maccel Tena 2,5 4,7 10 94
Koppekuuu sHepreTndeckoil IEHHOCTH pallioHa He TpeOyeTcs.
[Tpumep Ne3.

PebGenok 3-x net, Mmacca teinal4 kr

1. TlepenocumocTs neitnmaa — 40 MI/KT, YTO COOTBETCTBYET 560 MT JICHIIIHA B CYTKH.
Cyrounas HopMma noTpebnenust 6enka 1,5 r/kr — 21 T.

2. B cpennem B 1 rpamme HaTypaibHOTO 6eska coaepkutcst 70 Mr iednuHa.
560 /70 = 8 r HatypanpHOTO OenKa.

3. COOTBETCTBEHHO, KOJIMYECTBO OEIKOBOTO SKBHBAJICHTA CIIEHUAIIM3UPOBAHHON cMmecH: 21
-8=13r.

4. DHEeproueHHOCTh CyTOUHOTro panuona nutanus 80x14= 1120 kkan.

5. Jlnd pacyera CyTOYHOIO palMoOHa M KOJIMYECTBA HATYPAIbHBIX IPOILYKTOB MOYKHO
ucnonb3oBath Tabumiy 2 [punoxenns ['3 (mpuBeneHa B KauecTBE MpUMepa) U
aHaJIOTUYHBIE TAaOIMILIBI C JAHHBIMU 10 COAEP KAHUIO JIEHIIMHA B IPOIYKTaXx.

Hpuaoxenue I'S. Pexomenayemoe coaepkaHue aMHHOKHMCJIOT B ILIa3Me
KPOBH

AMUHOKHCIIOTA MMOJIB/ T mr/ Hopma (Mmosb/m)
JICHITHH 100-300* 1.3-3.9 50-215
BaJINH 200400 2.3-4.6 85-200
U30JICUIINH 100-300 1.3-3.9 5-90

*PexoMeHIyeMas MaKCHMallbHasl KOHIICHTpAIHsl B KpoBH cocTaniser 200 MKMOJIb / 1T TS MIIAZICHICB U
netedt miaamie 5 et u 300 MKMOJIb / 1 JUTsl ISTeH cTapiie S JieT

IIpuioxkenue I'6. Pazdopoc koOHIEeHTPaUMii AMHUHOKHMCJIOT ¢ Pa3BeTBJICHHOM

HENbI0 B IJIAa3ME€ KPOBHU YCJIOBHO 3A0POBLIX M NAIIMCHTOB A€TCKOI'0O Bo3pacra €
BKC

P8.36pOC KOHI_ICHTpaI_II/Iﬁ AMHWHOKHCJIOT C paSBeTBJIeHHOﬁ ICTIBIO B IJIa3ME KPOBU YCJIOBHO

3I0pPOBBIX M MAIMEHTOB JeTcKoro Bo3pacta ¢ BKC

AMHHOKHUCIIOTA, MKMOJIB/JT VY CII0BHO 3710pOBBIE IETH [TatineHTHI ¢ 60IE3HBIO

«KJICHOBOI'O CHUpOIIa»

Hzonenuna 26-91

200-12000
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Jleiinun 48-160 500-5000

Banun 86-190 500-1800

AJUION30JIeAIINH 0-5 72-220

IIpunoxenue I'7/. PacunppoBka npumedanuii

... — mpenapar BXOAUT B NEPEYEHb KU3HEHHO HEOOXOIMMBIX U BaKHEHIIMX JIEKAPCTBEHHBIX
npemnapatoB (Pacmopsokenue IlpaBurensctBa PO ot 12.10.2019 Ne 2406-p «O06 yTBepkaeHUN
MIepPEeYHsl KU3HECHHO HEOOXOIMMBIX M BOXKHEWINMX JIEKapCTBEHHBIX mpemnaparoB Ha 2020 ron, a
TakKe IepeyHell JIeKapCTBEHHBIX IpenapaTroB JAis MEAMIMHCKOIO MPUMEHEHUS U
MUHUMAJIBHOTO aCCOPTUMEHTA JIEKAPCTBEHHBIX IIPEMapaToB, HEOOXOMMMBIX [UIsl OKa3aHUs
MEAMIIMHCKON TToMoImy», Paciopsbkenue [IpasurensctBa PO ot 23 Hos6pst 2020 1. Ne 3073-p

# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HHCTPYKIIUH JIEKAPCTBEHHOTO CPEACTBA
MOKAa3aHUW OCYIIECTBISIETCS MO PEIICHUI0 BpaueOHOM KoMHccHU, ¢ pasperieHus JlokalibHOro
ATHUYECKOTO KOMHUTETa MEIUITMHCKOW OpraHu3anuu (Mpyu HAIWYUH), C YCIOBHEM MOAMCAHHOTO
UH(POPMHUPOBAHHOTO COTJIACHS POAMTENEH (3aKOHHOTO MPEICTAaBUTENS) U MAIlMeHTa B BO3pacTe
crapuie 15 ner;

XX - crenuaNM3UpPOBAHHBIA MPOAYKT JIeUeOHOrOo MUTAHMS, BKJIIOUEHHBIM B MEpEeYeHb
CICIUAIM3UPOBAHHBIX TPOAYKTOB JieueOHOro mnuTanus isg jAereh-uHBanuaoB (Ilepedens

CHEeUAIM3UPOBAHHBIX MPOAYKTOB JIEUEOHOro NMUTaHus Ui Jered-uHBanugoB Ha 2021 rog,

yTBepKJIeHHbIH pacniopsbkernueM IlpaButensctBa Poccuiickoit denepaunu ot 7 nekadps 2020 r.
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