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Pa3paboTunk KITMHUYECKOH PEeKOMEH AN

- Coro3 neauatpoB Poccuu

- Accoruanusa MEIUIIMHCKAX T€HETUKOB

- OOmepoccuiickasi OOIIECTBEHHAs] OpraHU3alMs COJCUCTBUS Pa3BUTHIO HEOHATOJIOTHH
"Poccuiickoe 00I11eCTBO HEOHATOJIOTOB"

- Poccuiickoe TpaHCIIaHTOJIOTMYECKOE 00IIIECTBO

OnoOpeno Hayuno-npaktuueckum CoBerom Munzapasa PO
Cnucok cokpalieHnun

BKC — 6o1e3Hb KJI€HOBOTO CHpOIIa

I'Ob — remarosHnedannueckuit Gaprep

KIIC — KACIIOTHO-IIIETI0YHOE COCTOSTHUE

JIHOI -Tect — TecT ¢ AMHUTPOPEHUITHIPA3UHOM

MPT — MarHuTHO-pe30HAHCHAsI TOMOTpadus

MC/MC — TanieMHas Macc-CleKTpOMETpus

V3U — ynbTpa3ByKOBOE UCCIICIOBAHNE

I[IHC — nenrtpanbHasi HepBHas CCTEMa

BCAA - branched-chainaminoacids (aMHHOKHCIOTBI C pa3BETBICHHOW IEMbIO: JICHIINH,
M30JICHIIMH U BaJIlH)

BCKD -  Branched-chainAlpha-ketoAcidDehydrogenase  (komruiekc  (epMEHTOB
JIeTUAPOreHa3bl alb(a-KETOKUCIOT C Pa3BETBICHHOMN LIEbIO)

TepMUHbI N onpeaeneHus

I'emonnanus — MeTON BHEMOYEYHOI'O OYMIICHHUSA KPOBH, BO BPEMs KOTOPOIO MPOUCXOIUT
ylaJeHue U3 OpraHu3Ma TOKCHYECKHX MPOAYKTOB OOMEHa BEIIECTB, HOpMalu3alus HapylIeHUH
BOJIHOTO M 3JIEKTPOJIUTHOTO OallaHCOB, IMpPH 3TOM OYMILIEHHE KPOBU OCYILECTBIISETCS 4Yepe3
HCKYCCTBEHHYIO MEMOpaHy ¢ IPUMEHEHHEM anmapara "HCKyCCTBEHHas oyka'.

Metaboanueckuii Kpu3 — KPUTUYECKOE, YIPOXKAIOIIee )KU3HU COCTOSIHUE, CIIPOBOLIMPOBAHHOE
HeOMaronpusaTHEIMH  (hakTOpaMu, OOYCIABIMBAOIIUMH  YCHJICHHUE TMPOIECCOB  KIETOYHOTO
KaTtabosim3Ma C HaKOIUICHHEM MPEUMYIIECTBEHHO JIeWIMHA M JPYTUX aMUHOKHCIOT C
Pa3BETBICHHOW IIEMBI0O M TMPOSBISAIONICECS] OCTPO BO3HHUKIIECH HHIE(aANTONaTue, IUCTOHUECH,
CyJIOpOTaMH, IPUCTYIIAMH PBOTHI, IPU3HAKAMH OTEKA MO3Ta.

[lepuToHEeanbHBI qUANIW3 — METOJ BHEMOYEYHOIO OYMIINEHHS KPOBH, BO BpPEMS KOTOPOTO
INPOMCXOIUT yJAJIEHUE W3 OPraHM3Ma TOKCHYECKUX MPOAYKTOB OOMEHA BEIIECTB, HOpMaJIU3ALUs
HapyIIEHUH BOJHOTO U 3JEKTPOJMTHOTO OallaHCOB, NMPU ATOM OYMILEHHE KPOBU MPOU3BOJIUTCS 3a
CUET CMEHBI CIEeUAIbHBIX PACTBOPOB B OPIOIIHOM MOJIOCTH, @ B Ka4ecTBE MEMOpaHbI BHICTYINAET
OpromrHa marreHTa.
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Huxn KpebGca (Uukm TpUKapOOHOBBIX KHCIOT, IUKJI JIMMOHHOW KHCJIOTBI) — CIIOKHBIHA
[UKITNYECKU (PepMEHTATHUBHBINA MPOIECC, NMPU KOTOPOM B OPraHHU3ME MPOWCXOJUT OKHUCIICHUE
MUPOBUHOTPATHOM KUCIIOTHI ¢ 00pa30BaHHEM YTJIEKHUCIIOTO ra3a, BojAbl U 3Hepruu B Bujge ATO,
3aHMMAET IEHTPAIBHOE IOJIOKCHHE B OOIIeH cHUcTeMe OOMEHa BEIIECTB M JHEPTUU IKUBBIX
OpPTraHU3MOB.

1. Kpatkaa wuHdopmauusa no 3aboneBaHUO WUNM COCTOSIHUIO (rpynnbl
3aboneBaHU U COCTOSAHWUN)

1.1. OnpeneneHne 3aboneBaHMsA UNKU COCTOSIHUA (rpynnbl 3aboneBaHuMn unu
COCTOSIHUWN)

bonesnp "knenororo cupoma" (neinuno3) (bKC) — HacneacTBeHHOE 3a001€BaHNE M3 TPYIIITHI
AMHHOAIIMJIONIATHH, 00yCIIOBIEHHOE AC(PUIMTOM IETUIApOreHa3bl KETOKUCIOT C pa3BETBICHHOU
IEMbI0, IPUBOJAIICE K HAPYIICHUIO METa0OIM3Ma aMHHOKHUCIIOT JICWIIMHA, W30JICHIIMHA, BaJHHA.
3a0oseBaHne XapaKTEPU3YyeTCsd MIUPOKUM KIMHHYECKHUM MOIMMOP(U3MOM OT TKENIbIX (hopm,
NPOTEKAIIINX B BUJIE OCTPOU MIIQJICHYECKOH dHIedanonatuu (OOIBIIMHCTBO CIIy4aeB) 10 JISTKUX
bopm, MaHH(ECTHPYIOIINX B TIOAPOCTKOBOM Bo3pacte [3, 4, 6, 10].

1.2. OTmonorua wn nartoreHe3s 3aboneBaHUA WU COCTOSIHMA (rpynnbl
3aboneBaHUMN NN COCTOSHUN)

3aboyieBaHre BBI3BAHO Je(QUIUTOM KOMIUIEKCa (EPMEHTOB JETHIPOreHa3bl  anb(da-
KETOKUCIIOT ¢ pa3BeTrieHHO# menbio (BCKD — Branched-chainAlpha-ketoAcidDehydrogenase),
00eCTIeYnBaOIIUM  OKHUCIHMTEIBHOE  JeKapOOKCWIMpOBaHWE (BTOPOW dTam  KartaboJm3ma)
AMUHOKCHJIOT C DPa3BETBJICHHOW Iemblo: JeiuHa, u3oneinuna u BanuHa (BCAA — branched-
chainaminoacids). 3ToT MyTbTH(HEPMEHTHBIN KOMITJIEKC, aCCOLIMUPOBAH C BHYTPEHHEH MeMOpaHOi
MHUTOXOH/IPHH M COCTOMT M3 3 KaTaJUTUYECKMX KOMMIOHEHTOB: Ei1 (cocToMT M3 2-X OTAEIbHBIX

cyOBbeIMHHUIL Ela u ElB), E2 u E3 u acconuupoBan ¢ 2 perynstopusiMu pepmentamu BCKD-

bocharazoit n BCKD-xnmazoit. Kodepmentom E1O-CYOBEAMHHIB  chymur Ttmamun
nupodocdar. BKC obycnosinena myrauusimu B reHax, koaupywomux El, E2 u E3 xomnoHeHTHI

BCKD: ren BCKDHA (Elo-CyOBeMHUIA) nokammsosan na mmmmoM mieue XpOMOCOMBI 19

(19913.1-q13.2); res BCKDHB (E1B-cyObenmnnia) — yu KOPOTKOM TIJIe4e XPOMOCOMBI 6
(6p22-p21); ren DBT (E2-mpoTenH) — Ha kopoTkoM rmiede xpomocombl 1 (1p31); ren DLD (Es-
MIPOTEUH) — Ha NTMHHOM I1ede 7 xpomocoMbl (7q31-q32). Tun nacnenoBanus 3adoneanust BKC —
ayTOCOMHO-perieccuBHblii [3, 6, 10].

[TaTorenes 3aboeBaHusi CBsI3aH C HapylleHHEeM OOMEHa M HaKOIUIEHHEM B OMOJIOTHYECKUX
KHUJIKOCTSIX aMMHOKHCIIOT C Ppa3BETBICHHOM LENblO, a TakXe WX MPOU3BOAHBIX — 2-OKCO-
M30KalpoOHOBOM, 2-TUIPOKCU-U30KAPOHOBOM, 2-0KC0-3-MeTHUIIBAIIEPHAHOBOH, 2-0Kco-
U30BAJIEPUAHOBOM, 2-THAPOKCU-U30BAJICPUAHOBOM M 2-THAPOKCU-3-METUIBAJICPUAHOBON KHUCIIOT.
OcHoBHOM HeHWpOTOKCHMYECKH 5(¢eKkT 00yclOBIEH BBICOKMM YPOBHEM JieHIIMHA M €ro
MeTabonauToB. [unepneiiiHeMuss MHrHOMpPYET TPAHCIOPT THUPO3MHA, TpUNTOodaHa U JAPYrHX
HE3aMEHUMBIX aMHHOKHUCIIOT 4epe3 remaTtodHmedanndeckuii Oaprep (I'DB) u, Takum oGpaszowm,
OTpPaHUYMBAET JIOCTABKYy CyOCTpaTOB /il CHHTE3a KaTeXOJaMHHOB, CEpOTOHMHAa M Oeilka B
TOJIOBHOM MO3T€, YTO BEJIET K HEHPOMeIMaTOPHBIM pacCcTpoiicTBaM. BosbInyro posibs B matoreHese
UTpaeT KeToalu103, OCMOTHYECKasl TUCPETYIISALUs, TUIOHATPUEMUS, OTEK M aTpodus TKAaHU MO3Ta,
BTOPUYHAS THIIEPAMMOHHEMHUS, HEJIOCTATOYHOCTh TIIFOKOHEOT€HE3a WM THUIIOTJIIMKEMHsS, a TaKkKe
JUC(YHKIUS MUTOXOHIPUAIBHOM JIBIXaTeIbHOM e U OKUCIUTEIBHOTO (POCHOPHINPOBAHMSL.

[Mpu 3aboneBanuu, cBsizaHHOM cC gAedekrom Esz-mporewna, maroreHe3 Oojee CIIOKEH.
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VYkazaHHasi CyObeIMHHUIA CIYKUT KOMIIOHEHTOM HECKOJBKUX MYJIbTU(EPMEHTHBIX KOMILIEKCOB:

ACTrUApOreHasbl KCTOKHUCIIOT C pa3BeTBJIeHHOI>'I LCIbIO, NMUPYBATACTUAPOTrCHA3HOI'0 KOMILJICKCA U

0-KCTOILyTapaTACTUAPOICHA3HOI'O KOMIIJICKCA, INPpHWHUMAKIINX Y4aCTHC B MeTa00I13Me

nupyBara U pyHKimonupoBanun nukia Kpedea. Cnencreuem aedexra 3TUX KOMIUIEKCOB SIBISIOTCS
paccTpoiicTBa KJIETOYHON OMOSHEPreTHKU W JaKTaT-allu103, MOITOMY JaHHBIA BapUaHT OOBIUHO
KJIaccuUIUMPYIOT Kak MUTOXOHIpUalIbHOE 3a0oseBanue [6, 8, 10].

Cxema wMerabonuueckux HapyiieHud, HaOmomaromuxcs npu bKC, mnpencraBieHa B
[Tpunoxxenun I'1.

1.3. Anuaemunonorus 3aboneBaHUsA UM COoCToAHUA (rpynnbl 3aboneBaHun unum
COCTOSIHUWN)

3aboseBaHue ABISIETCS MaHITHHYECKUM. YacToTa cpeau HoBopoKaeHHBIX 1:185000 [16]

B HekoTOphIX TOMyMsAIUSAX BCTpeyaeTcss C OoNbIIed 4YacTOTOW: dYacToTa Cpeau
JKUBOPOKJICHHBIX y €BpeeB-alikeHa3u coctapisieT 1:26000, y ranuiickoro HaceneHus B Mcnanuu —
1:52 500, y meaHOHHTOB — 1:176.

1.4. OcobeHHOCTM KOAMpPOBaHUA 3aboneBaHUs WU COCTOAHMA (rpynnbl
3aboneBaHu unm coctossHMn) no MexayHapooHOM CTaTU4ecKoM Krnaccudukauumm
6onesHen n npobnem, cBA3aHHbIX CO 340POBLEM

E71.0 — bone3ns "kneHOBOTO cupona.

1.5. Knaccudpmkauma saboneBaHmsa Unm cocTossHUA (rpynnbl 3aboneBaHun unum
COCTOSIHUWN)

Beiensror Heckonbko KiIMHHKO-reHeTnueckux ¢opm BKC B 3aBucumoctu 0T BoO3pacta
MaHH(]ecTaluy, THKECTH KIMHHYECKUX CHMIOTOMOB M BO3MOXHOCTH OTBETa Ha JIEYCHHUE
#TuaMuHOM™*:

- KJIacCU4ecKasi, UJiu HeoHaTallbHas (Hanbosee yacras);

- IPOMEXKYTOYHAs;

- HHTEpPMUTTUPYIOILIAS;

- THAMHH-3aBUCUMaT;

- oOycnoBneHHas AepuuutoM Es-mpoTenHa 1 cONpoBOXKIAIOIIASCS JIAKTAT-aLU030M

1.6. KnuHuyeckas kapTMHa 3aboneBaHUA WM COCTOSIHUA  (rpynnbl
3aboneBaHUM UNU COCTOAHUN)

Knaccuueckast popma 3aboneBanust U BapuaHT oOycioBieHHbIN nepuuurom Es-mporenHa
OOBIYHO /1€0IOTHPYIOT B HEOHATAJIbHBIA MEpHO, B TO BpeMs Kak OCTajJbHbIE (OPMBI MOTYT
MaHU(ECTUPOBATh B JIFOOOM BO3pacTe ¢ IEKOMIIEHCAIMEH B MePHO/Ibl MOBBIIIEHHOTO KaTaboau3Ma,
UHTEPKYpPpEeHTHBIX HHpeknusax. Kinnandyeckue npusHaku kiaaccuueckoil popmel BKC, kak mpasuio,
NPOSIBIISIIOTCS Ha TepBOi Henmene >ku3HU. llpm manmdecrammm sta dopma XapakTepusyercs
TeHEepPaTM30BaHHBIMU CYJ0POTaMH, MOBBIIIEHHONW BO30YIMMOCTBIO (PE3KHH KpHK), OTKa30M OT
MUIIU, YIOPHOW PBOTOM, MBILIEYHBIM IMIIEPTOHYCOM, MpU3HAKaMH 00e3BOKuBaHus. Bo30OyxaeHue
CMEHSETCSl BSJIOCTbIO, YIHETEHHEM LIEHTPAIbHON HEPBHOW CHUCTEMbI, COMHOJICHIIMEH, KOMOIA,
MOABIACTCA MapaJOKCaJIbHOC JbIXaHHUC, cJ1a0bIi IMyJbC. Hepnonm MBINICYHOI'0 THUIICPTOHYCA
YyepenyloTcsd C BBIPAXEHHOH THIOTOHUEH. XapaKTepHbl CTEPEOTHIIHBIC IBM)KEHUS, TaKue Kak
"bexToBanue" u "e3ma Ha Benocunene".

3aboneBaHue IPOTEKAET OUEHb TSKEJIO M HEPEKO NMPUBOIUT K JIETAIbHOMY UCXOY B paHHEM
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JETCKOM BO3pacTe (OCHOBHOM MPUYMHON CMEPTH SBISETCS OTEK MO3Tra).

VY nereii crapuie 1 roma HaOmromaercs 3alep)kKa ICUXOMOTOPHOIO Pa3BUTHUS, YMCTBEHHas
OTCTaJOCTh, OOJIM B SMUracTpUU, aHOPEKCHUS, PBOTA, MbIIIEYHas C1a00CTh, U3MEHEHHBIH YPOBEHb
CO3HAHUs, HApYyUICHHUs JBUKCHUS, aTaKCHs, ICUXUATPUUYECKUE CHUMITOMBI, APUTEMATO3HBIE
BBICBHINIAHUS, dYacTble WH(GEKUHOHHbIE 3a00ieBaHMs, CYIOPOKHBIM  CHUHAPOM. OMHU30/bI
METa0OJMUECKOW  JAEKOMICHCAIMM  MOTYT  IPOBOLMPOBATHCS  JIMXOPAAKOH,  MH(EKIHEH,
(bHU3NUIECKUMU YIPaKHEHUIMHU, TPABMOMN MK XUPyPrHYeCKUMH orepanusmiu [3, 4, 6, 19, 23].

WuTepmurtupytomas Gopma 3a00aeBaHus ABISETCS BTOPO MO YaCcTOTE MOCTE KIACCHIECKOM
dbopMbI 1 UMeeT Ooliee JIETKYI0 KIMHUYECKYI0 KapTUHY. [laiueHTsl pa3BuBalOTCS B COOTBETCTBUU C
BO3pacToM 110 1-2 jer, koraa Ha (OHE MHTEPKYPPEHTHBIX 3a00JIeBaHUI U MOCIE BEICOKOOETKOBOM
TUEThl  Pa3BUBAIOTCS  AMHU30bl  METAOOJMYECKOM  JEKOMIIEHCAIlMH,  COMPOBOXKAAIOIINECS
HapyIIEHUSAMH  CO3HaHUS  (COMHOJICHIMS, JIETaprus, Koma), aTakCheil, CyJdoporamu,
crenrUYeCKUM 3araxoM MouH (CIaakuil, KapamenbHsbiii) [14, 23].

[TpomexxyTounast gopma 3a00JeBaHUS XapaKTEPU3YETCs MPOOIEeMaMH CO BCKapMIIMBAaHUEM,
3aJIepP>KKON (PU3UUECKOTO Pa3BUTHS, 3aJCPKKON MCUXOMOTOPHOTO Pa3BUTHSA, WHTEIEKTYyallbHOMN
HEI0CTaTOYHOCTHIO, CYIOPOTaMH U JPYTUMH HEBPOJIOTHUECKUMH HAPYIICHUSIMH, OTIMCAHHBIMH TIPH
KJ1accuueckor hopme 3a00sIeBaHusI.

TouyHO HEU3BECTHO, CYHIECTBYIOT JIU (hopMa OOJIe3HH MOJHOCTHIO YyBCTBUTENbHASI K THAMUHY
U HE Hy)Xjarouascs B Auerorepanuu. CuuTaercs, 4To 3T NAaUEHThl UMEIOT BBICOKYIO OCTaTOUYHYIO
akTuBHOCTH (hepmenTa BCKD exvivo 1o 40% oT HOpMBI M KIMHHUYECKOE TEYCHHE, aHAIOTUYHOE
IPOMEXKYTOUHOU Gopme. Ha ceromHsmHuil J1eHb HU OJWH MAIUCHT C "THAMHH-YyBCTBUTCIHHBIM"
BKC ne monyyan nedeHnue Toiibko #ruamuHoM™*. Tepamus BkIOYaeT KoMOWHaIMIO #THamMuHa™**
(mo3et ot 10 mo 1000 Mr/neHn) ¢ AMETHYSCKUM OTPAHMUYECHUEM PA3BETBICHHBIX aMHUHOKHUCIOT [15,
16, 24, 38, 39].

Knuanueckast kaptuna mpu popme 3aboseBanusi, 00ycioBieHHo nepumurom Es-mporenHa,
CXOXa C TMPOMEKYTOUHOU ¢opMoil 0Ooje3Hu "KIEHOBOro cupoma'" 3a HUCKIIOYEHHEM pPaHO
BBISIBJIIEMOTO JIAKTAT-aIu03a. 3a00JeBaHNe UMEET MUPOKUN (PEHOTUITMYECKHI CIIEKTP OT paHHEH
HEBPOJIOTHYECKON MaHM]ecTanuu 10 U30JUPOBAHHOTO MOPaKEHHs MEUSHH, MPOSBIIAIOLIETOCS BO
B3pPOCJIOM BO3pacTe.

Jlns Bcex netel ¢ 6ose3Hbl0 "KIEHOBOro cupomna" XapakTepeH HEOOBIYHBIM apoMaTHUYEeCKHit
3armax MOYH, OMCaHHBIN KaK 3arax KJIE€HOBOI'O CHpOIa WM 3amax Kapamelu.

JuddepeHunanbHblil JUarHo3 cieayeT MPOBOAWTH C THUIOINIMKEMHUYECKUMHU COCTOSHUSAMHU
(HampuMep THIMEPUHCYIWHU3MOM), MEHUHTUTOM, SHIE(ATUTOM, TUITOKCHYECKUMH TOPAKECHUSIMH
[EHTPaJbHOW HEPBHOW CHCTEMbI, BHYTPUUYEPETHBIMH KPOBOUZIUSHUSIMH, BHYTPUYTPOOHBIMU
UHQEKIMSIMA W HACJIEJCTBEHHBIMU HApYIICHHSIMH OOMEHA BEIIECTB, KOTOpPHIC IMPOSBISIOTCS B
HEOHATaJIbHBIA MEepPUOJ: NeUIUT OeTa-KeTOTHONA3bl, HAPYIICHUE IIMKJIA MOYEBUHBI, TIIMIIMHOBAS
sHIIe(anonaTs (HEKETOTHYECKas TUIEPIIIMIIMHEMHS), C IPYrUMH (GopMaMu aMUHOALMJIONATUN U
OpPTaHUYECKUX alUIypUi, MUTOXOHAPUATHHBIMU OOJIE3HSIMHU U JET€HEePATUBHBIMU 3a00JIeBaHUSIMUI
I[THC.

BrisiBeHHe MalMeHToB MpU MPOBEIECHUN HEOHATAThbHOTO CKPUHHUHTA 3HAYUTENHFHO CHIKAET
PHCK YMCTBEHHOW OTCTAIOCTH, ICUXUYECKUX ¥ COMAaTHUYECKUX HapyIeHuii [8, 26].

2. [narHocTtuka 3aboneBaHMs UMM COCTOSAAHUA (rpynnbl 3aboneBaHMK WK
COCTOSIHMA) MeAMLMHCKME TMOoKa3aHUA U MNPOTUBOMNOKa3aHMA K MNPUMEHEHUKo
MeTOoAO0B ANarHOCTUKWU

Huarnoctuka BKC ocHOBaHa Ha aHanu3e pPOJOCIOBHOW, OIICHKE JaHHBIX aHaMHE3a,

KIIMHUYECKUX TIPOSBICHHUM, pe3ylabTaTaX OMOXMMHUYECKOTO M MOJICKYISIPHO-TEHETHYECKOTO
HICCIIENOBAHUMN.
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2.1. XXano6bl n aHaMHe3

[Ipu cOope anamHe3a U *Kajnod PeKOMEHI0BaHO 0OpaTUTh BHUMAHKE Ha:

- OTATOLICHHBIA CEMEWHBI aHamMHE3 (HAJM4YMEe B CEMbE OOJBHOTO C MOATBEPKICHHBIM
nuarHo3oMm bKC, nanuuaue B cembe cirydast CHHApOMA ""BHE3AITHOM CMEepPTH MJlajieHIa")

- BHE3aITHOE yXY/IIIEHHE COCTOSIHUA Ha (poHe mosHoro 310poBbst i OPBU,

- HApYILIEHUS] BCKAPMJIMBAHMS;

- 4aCThI€ CPBITUBAHUS;

- PBOTY;

- YTHETEHUE CO3HAHUS;

- BSLIOCTb, C1a00CTh, COHJIUBOCTH;

- CY10pOr'H;

- 0ecroKOWHOE MOBEJICHHE, IIIaKCUBOCTD;

- IOBBILLIEHHOE [TOTOOT/IEIICHHUE;

- MBIIIIEYHYIO TUTIOTOHUIO/MBIIIIEYHBINA THUIIEPTOHYC;

- HeTIPOM3BOJILHBIC/HACUIIHLCTBEHHBIC IBMKeHUS ("(hexToBanue" u "e31a Ha Benocumeae");

- CJIQIKOBATHIM 3amax MOYHU/TeNa;

Hauauo 3a00sieBaHus B IETCKOM BO3PACTE MOXKET OBITh CBSI3aHO CO CICAYIOUIMMHU (DaKTOPaAMH:

- ynoTtpeOseHue 00IbIIOr0 KOJIMYeCTBa OEIKOBOM MTHUIITH;

- JUIMTEJIBHOE TOJIOJJAHUE, HEONpaBIAaHHBIC OTPAHUYCHUS B JIUETE, HU3Kas KaJOPHUHOCTH
MUIICBOTO PAIIMOHA;

- UHTEPKYPPCHTHBIC  PECIUPATOPHBIC WU  JKEIYJOYHO-KHUIICUYHbIE HMH(EKIIMOHHBIC
3a00JICBaHHUS;

- (hu3MuecKas WM MCUXO0IMOIIMOHAIIbHAS HATPY3Ka.

2.2. ®usmkanbHoe obcnegoBaHue

[TanenTy ¢ nono3penuem Ha BKC cienyer nmpoBectu (usnkansHoe obcieoBanue, ooparmas
BHUMaHuE Ha (U3NYECKOE U IICUXMYECKOE pAa3BUTHE, TYprop KOXXH, MBIIIEYHBIH TOHYC U
HEOOBIYHBIH 3arax MOYM M KOXKH, TOX0XKHMH Ha 3arax KJIEHOBOTO CHpOIa.

[Ipu ocMoTpe HEOOX0AMMO OOpPATUTh BHUMAaHUE Ha OCHOBHbIE (PU3NKAJIbHBIE ITPOSBIICHUS:

HeonaranbpHblil nepuos

- BSUIOCTb, COHJINBOCTb;

- HapylIlleHUe CO3HaHMs (COnop, KoMa);

- CyJ10pory;

- pBOTa, OTKa3 OT €1bl;

- aIlHO?;

- IOTEpPsI Macchl Teja, 3aJepxkKKa (PU3NUECKOro pa3BUTHS;

- 3a/1ep>KKa MOTOPHOTO Pa3BUTHS;

- MbIIlI€YHAas TUIIOTOHUS;

- TOUpaMUJHBIE  HapylmeHus  (NMOBBILIEHHE  CYXOXWIBHBIX  pe(ieKcoB, Haluuue
NIATOJIOTUYECKUX CTOIHBIX 3HAKOB);

- TPEMOp;

- HEMPOM3BOJIbHBIE/HAaCUIbCTBEHHBIE IBIKeHU ("(exToBanue" u "e3na Ha Benocunesne");

- KJIMHUYECKHUE MPU3HAKH CETCuca.

I[eTI/I MEPBLIX JICT )KU3HU
- OIIM30JIMYCCKH BO3HHUKAIOMIAasA pBOTA,
- 3aACPIKKA IICUXOMOTOPHOTI'O U pEUCBOI'O pa3BUTUA;
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- U3MEHEHHE MBILIEYHOIO TOHYCA;
- IEpUOMYECKas aTaKCHsl, TPEMOD;
- CyJ10pOrH;

- HHCYJBTONOJO0HBIE COCTOSTHHS.

[Tonpo6GHO naHHBIE (U3MKATBHOTO O00CIEIOBAaHHMA ONKMCAaHBl B pasjene "KIMHHYECKas
KapTuHa'.

2.3. J'Ia6opaTop|-|b|e AnarHoctn4yeckue mccnegoBaHus

- Pexomenayercs Bcem mnanuentam npu nogo3penun Ha BKC wuccinenoBaHue KUCIOTHO-
OCHOBHOTO COCTOSIHUSI M Ta30B KPOBH (B T.4., UCCJIEIOBAaHUE YpPOBHS BOJOPOJHBIX HOHOB (pH)
KpPOBH, UCCIICJIOBaHHE ypOBHS Oy(epHBIX BEIIECTB B KPOBU), YPOBHS TITIOKO3BI B KPOBH, YPOBHS
HATpUs B KPOBHU, YPOBHS MOJIOYHOM KHUCIOTHI (JlakTata) B KPOBH, YPOBHS aMMHaKka B KpPOBH,
KETOHOBBIX T€JI B MOUE IKCIPECC-METOOM C IEJIbI0 TUArHOCTUKU META0O0JIMUYECKUX HAPYIICHUH MX
KOPPEKIIUH U OTpeIe/ICHHs TAKTUKY JaybHeiero seaenus 3, 6, 8].

YpoBeHb yOAUTETBHOCTH 0Ka3aTeNbCTB — C, ypOBEHB TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4.

KommenTtapuu: y mamuentoB ¢ BKC B mepuon merabonnueckoro Kpusa OMNpeensercs
MeTaboIMUeCKui KEeTOaln103, TUIIOHATPUEMHS], TUIIOTJIMKEMUS, TUIIEpaMMOHUEMHUS,
COTPOBOXKAAIOIIUECS YIPO30M OTEKa MO3Ta M TpeOyIOIIMe WHTEHCUBHOM KOPPEKIIMH BBISBICHHBIX
HapymieHuid. MccnenoBanusi B cliydae OCTPOTO COCTOSIHUSL HEOOXOAMMO MPOBECTH B CPOYHOM
MOPSIKE.

- Pexomenpyercs mpoBeieHue oOmiero (KIMHUYECKOTO) aHaiu3a KPOBH Pa3BEPHYTOTO
(reMOorJIO0MH, KOJMUYECTBO JPUTPOIMTOB, IIBETOBOW IOKA3aTellb, KOJWYECTBO JICHKOIIMTOB,
TPOMOOIIMTOB, JICUKOIMTApHAs (GOpPMYJIa M CKOPOCTh OCCHAHHs JPUTPOLUTOB) MAIUCHTAM C
KIIMHUYEeCKUME  TiposiBiieHusIMA BKC i OlleHKM OCHOBHBIX IapaMeTpOB KpPOBETBOPEHUS U
HAJIMYHUS BOCTIAIMTEIBHBIX Tporieccos [24, 31].

YpoBeHb yOeIUTEeILHOCTH JOKa3aTeNbcTB — C, YPOBEHB JOCTOBEPHOCTH JIOKA3aTEIBCTB — 5.

- Pexomenayercss mpoBeneHue oO0miero (KJIMHHMYECKOrO) aHajin3a MOYHM MalUeHTaM C
KITMHUYIECKUMHE TIposiBlieHUsIMA BKC U1l OIIEHKH COCTOSTHUSI MOYEBBIBOSIINX ITyTeH U MOYeK |24,
31].

YpoBeHb yOeIUTEeILHOCTH JOKa3aTeNbcTB — C, yPOBEHB JOCTOBEPHOCTH JIOKA3aTEIBCTB — 5.

- Pexomennyercsi mpoBeleHME OMOXMMHYECKOTO aHaJM3a KPOBU OOIIETepaneBTUYECKOro
(rmroxo3a, oOmmi Oenok, OenkoBble (pakuuu (UCCIeIOBAaHUE YpPOBHS albOyMHHa B KpOBH,
orpezieNieHue abOyMUH/TI00YJIMHOBOTO COOTHOIIIEHUS! B KPOBH ), OOIIIHIA, CBSI3aHHBIN M CBOOOTHBIN
OWIMpyOMH, XOJECTepUH, TPUIIHLEPUAbI, JUIONPOTEUIbl HU3KOH M BBICOKOM IUIOTHOCTH
(uccneoBaHUE  YpOBHS  JIMIIONPOTEMHOB B KPOBM), Ieio4yHas  ¢ocdartaza, Tramma-
[IIOTAMUITPAHCIIENTHAA3a,  KPeaTWHHWH, MOYEBHMHA,  ajlaHMHamMuHOTpaHcdepaza  (AJIT),
acnapratamuHoTpancdepaza (ACT), kampumii oOIMMI W HMOHWU3UPOBAHHBIN, HATPUN, KalWH,
Heopranuyeckuit hocdop, xene3zo u Gpepputun, CPb) manuenTam ¢ KIIMHAYECKUMU MPOSBICHUSIMA
BKC nns oueHkn (QyHKIIMOHAIBHOTO COCTOSIHUS BHYTPEHHUX OPIraHOB, HANUYMs MH(EKIMOHHBIX
OCJIO)KHEHHH M HYTPUTUBHOTO cTaTyca nanuenra [24, 32].

VYpoBeHb yOeAUTENbHOCTH J0Ka3aTeNbCTB — C, ypOBEHb 1I0CTOBEPHOCTH JI0KA3aTEIbCTB — .

- PexomeHayeTcsi  KOMIUIGKCHOE — OMpeEJCNICHHe  KOHIEHTPAllMd  aMHUHOKHUCIOT |
AIWIKAPHUTUHOB B KPOBU METOJOM TaHJIEMHON MacC-CIIEKTPOMETPHH, KOMIUIEKCHOE OTpe/IeIeHIe
COJICP)KaHUsI OPTaHMYECKUX KHUCIIOT B MOYE TAIlMeHTaM C KIMHWYeCKUMHU TposiBieHusMH BKC ¢
IENTbI0 OMOXMMHUYECKOTO MOATBEPIKACHUS uarnosa [6, 8].
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VYpoBeHb yOeaIuTeIbHOCTH TI0Ka3aTeNbCTB — C, ypOBEHB JOCTOBEPHOCTH JI0KA3aTEIHCTB — .

KommenTapuii: npu BKC noBbliaeTcss KOHLUEHTpalus aMUHOKUCIIOT JEHIMHA, U30JIeHIMHA,
BaJHa B KPOBHU, a TAaK)K€ COOTHONICHUS JICWIWH + M30JICUIMH/ANaHUH, BaJUH/(QEHUSIATaHUH U
JSUIMH + W30ielnH/peHnTaanuH, B MOYe HAOJFOIAeTCs TIOBBIIICHUE YKCKPEIIUH OPraHUIeCKIX
KHCJIOT — 2-0KCO-H30KaIPOHOBOM, 2-THIPOKCH-U30KAMPOHOBOH, 2-0KCO-3-METHUIIBAJICPHAHOBOM, 2-
OKCO-M30BaJICPUAHOBOM, 2-THAPOKCHU-U30BAICPUAHOBOM M 2-TUAPOKCH-3-METHIBAIEPHAHOBOU
KUCT0T. Bo3MokHbIe KoeOaHUsI KOHIIEHTpAIlMM aMHUHOKHUCIIOT B IUIa3Me KPOBU IPEACTaBICHBI B
npuiioxeHuu 1°6.

- Pexomennyercs nposenenue ananusza reHoB BCKDHA, BCKDHB, DBT u DLD Bcem
MalUeHTaM ¢ KIMHUYECKUMHU W Onoxumudeckumu mposisieHusMu BKC ¢ 1enbio MoJeKyIspHO-
TEeHETHYECKOTO MMOATBEPKACHUs Auarnosa 3, 5, 6].

YpoBeHb yOeIUTEeNIbHOCTH JOKa3aTeNbcTB — C, yPOBEHb JOCTOBEPHOCTH JI0KA3aTEIBCTB — 5.

KommeHTapuii: HEOOXOAUMO HCCIEOBAaHUE KOAMPYIONIUX M IPWICTAIONUX HHTPOHHBIX
obnacreit renoB BCKDHA, BCKDHB, DBT u DLD wMeromom MaccoBoro mapaiieibHOTO
CEKBEHHUPOBaHMSI (aHAIHM3 PK30Ma WM TapreTHble nmanenn). Hanbosee yacTo BCTpevyaroTcst MyTaluu
B reie BCKDHB (~ 60% Bcex ciy4aeB), BO3MOKHO HayaTh UCCIIEJOBAaHUE C 3TOTO reHa METOJI0M
cekBeHupoBanus o Cenrepy. Myranuu B rene DLD Benyt k oco0oil dopme OonesHu, KoTopas
paccMaTpuBaeTcs Kak MUTOXOHApuanbHoe 3aboseBanue. [Ipu mogo3penun Ha BKC, yunTsiBas puck
Pa3BUTHS KH3HEYTPOXKAIOIIETO COCTOSIHHS, JICUCHHE CJICIyeT HAYWHATH JI0 BBISBICHHS
MOJICKYJISIPHO-TEHETHUECKONH MpUYMHBI 00Je3HU. B ciyuae mpuMeHeHuss METOJ0B MOJEKYISPHO-
TCHCTHYECKOTO WCCIEAOBAHUS TIPH MOATBEP)KICHUM JHarHo3a Heo0XomuMo o00ciie0BaHue
poauTenel MalMeHTa Ha TeTePO3UTrOTHOE HOCUTENBCTBO BBISBICHHBIX MYTAIHil C MOCIEIYIOIINM
UCIIOJIb30BAaHUEM PE3YJIbTaTOB OOCICIOBaHUS IPH IMPOBEICHUU IMPEHATAILHOW JUArHOCTUKH B
urdopmaruBHbiX 10 BKC cembsx [1, 3, 4, 5].

2.4. UHCTpyMeHTanbHble AuarHoctu4yeckue uccnenoBaHums

- PexomeHayeTcs mNpoBeleHHE MarHUTHO-PE30HAHCHOW TOMOTpaduu TOJOBHOTO MO3ra
nanyeHTaM ¢ KiIMHuYeckuMu nposieieHusMH BKC (0coOeHHO B OCTpBIH MEpPHOA W MPH HATUYIUN
HEBPOJIOTMYECKOW CHMIITOMATUKH) C LIENIBIO BBISBICHHS TPU3HAKOB OTEKa rOJIOBHOTO Mo3ra [12].

VpoBeHb yOeINTEIBHOCTH JI0Ka3aTelIbCTB — C, YpOBEHb JJOCTOBEPHOCTH JIOKA3ATENIBCTB — 4.

Kommenrapuii: Hapko3 mo mokazanusm. Y mamuentoB ¢ BKC moryr ormeuarbcsi Kak
nuddy3HbIe, Tak U JIOKATbHBIC OTEKH TKAaHEH TOJIOBHOTO Mo3ra. JIoKaibHbIe OTEKH Y MAIlMEHTOB C
BKC B OCHOBHOM 3aTparmBaioT Oe€joe BEIIECTBO MO3KEYKa, CTBOJ MoO3ra, OJETHBIH Imap,
BHYTPEHHIOIO Kancyny u tanamyc [11, 12].

- Pexkomennyercs nmpoBeneHMe — HeipocoHorpaguu — MalMeHTaM ¢ KIMHUYECKHUMHU
nposineHusiMu - BKC  (ocoGeHHO B oOCTpblii MNepuoJ W TMpU HAJIWYUM  HEBPOJIOTHMUECKON
CHMIITOMATHKH) C [[ETIbIO BBISIBIICHHUS MPU3HAKOB OTEKa rOJIOBHOTO Mo3ra [42, 43].

VYpoBeHb yOeAuTenbHOCTH J0Ka3aTesbCTB — C, ypOBEHb 10CTOBEPHOCTH J10KA3aTEIbCTB — 4.

KommeHTapuii: BBISABISIOTCS  3Xorpaduyeckre MpPU3HAKM OTeKa TOJOBHOTO  MO3ra:
duddy3sHoe  MOBBbIMIEHHE  HAXOICHHOCTH  MApEeHXMMbl  TOJOBHOTO  MO3Ta,  CHU)KEHHE
TuQdepeHIIMPOBKH 00PO31 M U3BWINH, LIEJIEBUIHbIC JINKBOPHbIE TPOCTPAHCTBA.

- Pexomennyercs mnpoBenenue anekTposHuedanorpapuu (93I') maumentam ¢ BKC mnpu
HAJIMYUKM HEBPOJIOTMUYECKOW CHMIITOMATHKHU JUIS BBIABICHUS SMUJICITUYECKOM aKTUBHOCTU (IIpU
JIMAarHOCTUKE U JIajiee P HATMYUE CYI0POKHOTO cuHapoma) [23, 33].

VYpoBeHs yoeautensHOCTH pekomeHaauii C (YypoBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTapuu: B Tom uncie 931" ¢ BUACOMOHUTOPUHTOM.
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- Pexomennmyercs mpoBeneHue yabTpa3zBykoBoro ucciemoBanus (Y3U) opranoB OpromrHoit
nojoctH maiuenTaM ¢ BKC aist BoIsiBICHUS OpaskeHus redenu [32].
VYpoBeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PekoMeHyeTcst omeHKa coCTosiHus mouek narueHTaM ¢ BKC 1y1st BBISIBIEHHUS] CTPYKTYPHBIX
HapymeHwui [32].
Vposens yoeautenapHocTr pekomenaaruii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)

- PexkoMeHI0BaHO peryssipHOe IMpoBeleHHe 3Xokapauorpaduu mnarueHtam ¢ BKC mns
CBOEBPEMEHHOM JTHArHOCTUKY MMATOJOTHH cepaia [44].
VYpoBeHb yoeautenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJ0KA3aTEIbCTB — 4)

2.5. UHble gnarHocTnyeckmne uccrnegoBaHus

KOHCYJ'IBTB.I_[I/II/I CIICUAJIMCTOB MOT'YT OKa3bIBATHCA IANWCHTAM Ha PA3HBIX 3TallaX OKa3aHUWs
MEIUITHHCKON nmomMmoimu, B TOM 4YMCJIC B ICPUOJ JUATrHOCTUKHU 3a00JIeBaHUs.

- Pexomenayrorcs i JUMArHOCTHK ManueHToB ¢ nono3penneM Ha bBKC mnpumeHsTsH
MYJIbTUAUCIUILTAHAPHBIA MTOJX0JT BBUIY TOTO, YTO 3a00JICBAaHHS XapaKTEPU3YIOTCS MOPAKEHUEM
MHOTMX OpPraHOB M CHCTEM, TpeOyeT KOMILUICKCHOW TEpaluu, 4YTO IUKTYeT HEOOXOIUMOCTh
COBMECTHOI'O BEICHHS MMAIlMEHTa CIIENHAINCTaMH Pa3sHbIX poduieii [1, 6, 17].

Yposenb yoeautenbHOCTH pekomeHaamuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — )

KomMmeHTapuu: moka3aHbl NEPBUYHBIC U MOBTOPHBIC KOHCYJIBTAIMM Bpaya-reHeTHKa, Bpaya-
ojpTambMoOJIOTa,  Bpada-HEBpOJIOra,  Bpada-TaCTPOIHTEpOJOra,  Bpava-JUeToNora,  Bpada-
SHOKPHHOJIOTa, Bpava-KapJuoJjora, Bpadya — JETCKOTO KapJuoJjora, Bpada-Hedposora, Bpaya-
neanaTpa, Bpada-TeparneBTa/Bpada OOIICH MpakTUKA (CEMEHHOro Bpada), Bpaya-TICUXHATPA,
MEIUIIUHCKOTO TICHXO0JIOra, a TaKKe Bpadyel APYruX CICUAIbHOCTEH MNalMeHTaM, WUMCHOIIHM
HapymeHus: QyHKIUNA COOTBETCTBYIOIINX OPTAaHOB M CHCTEM

3. JleyeHue, BKMOYaAs MeAUKAMEHTO3HYIO M HeMeOUKAaMEHTO3HYH Tepanum,
aueToTepanuio, o6e3dbonuBaHne, MegULMHCKNE NMOKa3aHUS U NPOTUMBOMNOKa3aHUs K
NPUMEHEHUI0 MeTOA0B fleYeHus

Crparerusi nedeHus 3aKIOYaeTcd B CHIDKEHHMM OOpa30oBaHMsI TOKCHYHBIX METa0OJIUTOB,
IIPEKIE BCETO, JICHIIMHA, a TAK)KE N30JIEUIIMHA U BaJIMHA, IPEAYIPEKACHUN Pa3BUTUS KETOAU03a,
MOpaXEHHs] HEPBHOW CHCTEMBbl U BHYTPEHHUX OPIaHOB C OOECIEeUEeHUEM IPOILIECCOB aHAOOIM3Ma,
HOPMAaJIbHOI'O POCTa U HYTPUTUBHOT'O CTAaTyca JETEH.

3.1. KoHcepBaTUBHOE Nne4vyeHue
3.1.1. O6wme NPUHUMUNBbI KOHCEPBATUBHOIO NeYeHns

- PekoMeHJI0BaHO ManueHTaM ¢ KIWHUYECKHUMH TPOSBICHUSMU, XxapakTepHbiMu aisi BKC
OTPAaHWYUThH TMOCTyIUICHHE Oenka (B TOM 4YHCIE 10 TOJYYCHHS JTaOOpaTOPHBIX PE3yJIbTAaTOB,
MOJTBEPKIAONINX 3a00JIeBaHKe): C LIEbI0 MPEIOTBPAICHHS PA3BUTHS MEeTa00IMYecKoro kpusza [1,
4,6, 10]

YpoBeHb yOeIUTEeNbHOCTH JoKa3aTeNnbcTB — C, ypOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4.

KommeHTapun: TIOCKOJNIBKY pa3BUTHE METa0OJMYECKOTO KpH3a MOXKET TMPUBECTH K
HEOoOpaTUMBIM M3MEHEHHUSIM CO CTOPOHBI HEPBHOU cucTeMsbl, npu nono3pennu Ha BKC crnenyer
cobpaTh OuoMaTepuayn i MPOBEACHUS OWOXMMHYECKOTO TECTUPOBAHUS M 3aTE€M IEPEBECTH
MayeHTa Ha MUTaHue C HU3KUM coJiepikaHrueM Oenka (MUHUMAIIbHBIN 0e30MacHbIi ypoBeHb Oenka
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MIPEACTABICH B MPWIOKEeHUH [2) mpu 3TOM 00eCreyuTh TOCTAaTOYHOE KOJUYECTBO Kayopwid. Jljis
JIETeH TMEepBOro MOJNYTrOAHs KU3HU MPUMEHSETCS TPYJAHOE BCKApPMIIMBAHWE WIIM BCKApMIIMBAHUE
JETCKUMH  MOJIOYHBIMH CMECSIMH C HH3KUM conepkanuem Oenka (1,2-1,3 1/100 ™
BOCCTAHOBJICHHOTO TPOJYKTA), JJIsi JeTed crapmie 6 MecsleB — HCKIIOYCHHE BBICOKOOEITKOBBIX
MIPOJIYKTOB (MsICO, TBOPOT, pblOa) U3 panroHa. bBHOXUMUYECKHE TECThI IPOBOJATCS B TeueHue 3-7
nHel, a MoneKkynspHO-TeHETUYECKUE HCCIIEOBaHUsI MOTYT IOTpe0OBaTh OKOJO 2-3 HENENb.
[ToaTOMy, HEOOXOIMMO YTOOBI B ATOT MEpHOa PEOCHOK HAXOMUJICS Ha HU3KOOEIKOBOM auete [1, 2,

8]

- Pexomenayercs mocie mnoarBepxkaeHus auarHoa BKC Bcem mammeHTam cTporoe
orpaHrueHue OelKa HATYpPaTbHBIX MUIICBBIX MPOJYKTOB C IEIBI0 CBEIACHHUS K HEOOXOIUMOMY
MUHHMYMY TIOCTYIUICHHE B OpraHW3M aMHHOKHCIIOT JICHIIMHA, W30JIeHIIMHA, BamyHa. [1, 2, 3, 5, 8,
15, 24]

YpoBeHb yOeIuTeIbHOCTH 10Ka3aTeNbCTB — C, ypOBEHB JOCTOBEPHOCTH JI0KA3aTEILCTB — 4.

KomMmenTapun: OCHOBHBIC IPHHIIUAIIBI CTICIAATH3UPOBAHHON TUETOTEPAITMH BKITFOYAIOT:

- CTporoe orpaHuueHue OelKka HaTypalbHBIX MHUIIEBBIX MPOAYKTOB C ILEIBI0 CBEICHHUS K
HEO0OXOMMOMY MHUHUMAIBHOMY TOCTYIUICHHE B OpraHWU3M aMUHOKHCIIOT JICHIIMHA, W30JICHIIMHA,
BanuHa. i neTeil mepBoro moiayrous *U3HU OTpaHUYEHUE PACIPOCTPAHAETCS HA MAaTEPUHCKOE
MOJIOKO, a/IaliTHPOBAHHBIE MOJIOUHBIE MJIM COEBBIE CMECH, JUISl AeTel BTOPOTO MOMYroIus KU3HHU U
CTapuie — 3alpeT Ha BBEJIEHUE B KaUECTBE MPUKOPMa BBICOKOOEIKOBBIX MPOJIYKTOB (Msca, PbIObI,
TBOPOTa, U, MOJIOYHBIX MPOAYKTOB, 000OBBIX U T.11.);

- oOsBarenmpHas ~ KoMmreHcanus — jgedummra  Oenka 32 CYET  HCIOJIh30BaHUS
CIICIIMAJIM3UPOBAHHBIX CMECed Ha OCHOBE aMHUHOKHCIIOT O3 JIeHIMHa, W30JIeHIlMHA, BajJvHa,
COOTBETCTBYIOIIUX BO3PACTHBIM IMOTPEOHOCTSIM pEeOCHKAa B OCHOBHBIX IHUIIECBBIX BEHIESCTBAX M
SHepru. B Hawane JieueHHs] M B MEPUOJ] METaO0OJUYECKUX KpU30B B TeueHue 24-48 yacoB (He
Oouiee!) MCIOIB30BATh TOJNBKO CHEIMAIN3UPOBAHHYIO CMECh aMUHOKHUCIOT [15];

- o0ecrieyeHUe JOCTATOYHON JHEPreTHMYECKOW IIEHHOCTH paldoHa JUIS MOJIepKaHUs
MIPOIIECCOB aHA0OIN3Ma U TIPEOTBPAIICHUS aKTUBAINN KaTa0OoJNU3Ma;

- o0ecreuyeHue MaueHTa JOCTaTOYHBIM KOJTUYSCTBOM JKHUJIKOCTH;

- IpoOHBIC KOPMIICHHSI 0€3 JUTUTEIBHBIX IEPEPHIBOB BO M30SKaHHUE T'OJIOaHHSI, OCOOCHHO Y
JeTel TPYAHOTO U paHHETO BO3PacTa;

- oOy4eHHe poJMTENCH MpaBUIaM OPTaHU3AIMH JTUSTOTEPANUHA B MSKITPUCTYITHBIA TIEPUOT U
B MIEPUOJ YTPO3bI METAOOIMUECKOTO KpH3a.

- Pexomentyercs o001l 6€10k JIeyeOHOTO palloHa B MEKIIPUCTYIHBIN NEPUOJ MALIUEHTaM C
BKC paccunTsiBaTh HCX0/s U3 BO3pAaCTHBIX noTpeOHocTell nanuenTa (IIpunoxxenue 12), a Taxxke ¢
Y4E€TOM TOJIEPAaHTHOCTH TMAIMEHTA K OCJIKY B 3aBUCUMOCTH OT (JOPMBI 3a00JI€BaHUSI U TSKECTH €T0
Teuenus [1, 8]

YpoBeHb yOAUTETBHOCTH T0Ka3aTeNbCTB — C, ypOBEHB TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 4.

KommenTapuu:

- KBOTa OeJKa HaTypaJbHbIX MPOIYKTOB Ha3HAYAETCs C y4ETOM MUHHUMAJIbHOU MOTPEOHOCTH B
[aTOr€HEeTHYECKH 3HAUMMBIX aMHHOKHCIIOTaxX — JelluHe, Bainune, u3oieinune ([Ipunoxenue 12)
U C YYETOM COJIepKaHUs JIeHIMHa B HATYpaJbHBIX MpoaykTax (1 r HaTypalbHOTO OeNKa COAEePKUT
or 50 mo 80 mr meinuHa) W oOecreyrMBaeTCs 3a CYET HU3KOOENKOBBIX MPOAYKTOB (OBOILEH,
GpYyKTOB, CHENUATU3UPOBAHHBIX HHU3KOOETKOBBIX KPYH M TPOAYKTOB Ha OCHOBE Kpaxmala).
Koadduunent kouBepcuu neiinua npeacTaBieH B IpuioxkeHuu ['3;

- C LeJIbI0 KOMIIEHCALUU JepUuInTa Oeska UCTONb3yI0TCS ClIelnalIn3upPOBaHHbIE TPOTYKTHI Ha
OCHOBE AaMHUHOKMCJIOT ©Oe3 JeiuuHa, H30iediuHa W BanuHa (mpuiokenue [3) u nobGaBku
OTJIEIbHBIX AMUHOKHUCIIOT BAJIMHA U U30JIEHIIMHA;

[TpumepHbIi cyTOuHBIH HAOOp MPOAYKTOB JUIs peOeHKa JOIIKOIBHOTO BO3pacTa MPUBE/CH B
ITpunoxenun I'3.
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- Pexomennyercs poOaBieHue U30JNEHWIIMHA M BajliHA C MOMOLIBI0 MOHOA00aBOK
COOTBETCTBYIOIMX aMUHOKHCIOT BceM nanuentam ¢ BKC ¢ nenbto BocronHenus ux aeduuura [1,
2,15, 24].

VYpoBeHb yOAUTETbHOCTH JOKa3aTeNbCTB — C, ypOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — .

KommenTapuu: Ecinu HaOnrogaercs pe3koe CHIKEHUE W30JIeMIIMHA U BaJlMHA B TUIa3Me KPOBH,
TO MOTYT DPa3BUBATbCS OCJOKHEHHUS B BUJE TSKEJIOIO SHTEPOINIATHYECKOr0 aKpoJepMaTUTa U
MeraoonactHoi aHemuu. [IpumMepHas mo3a uzoneinuHa u/unn BamHa 30-95 Mr B cyTkH (B J1Ba
npremMa) ¢ LEeIbI0 MOAACPXKAHUA UX YPOBHSA B CHIBOPOTKE KpoBH He Huxke 200-400 mxmons/n [15,

24]

- Pexomennyercs Ha3HaueHue #ruamuHa*™* B neueOHbIX Jo3upoBkax manumeHtam ¢ BKC npu
THaMUH3aBUCUMOI (opMe 3a0o0sieBaHUs B KadecTBe KO(PAKTOPHOHM Tepamuu C IEJIbI0 CHIKEHUS
ypoBHs JieiinuHa B mia3me [15, 21, 24, 38, 39].

YpoBeHb yOeauTeNbHOCTH JoKa3aTenbCcTB — C, ypOBEHb JOCTOBEPHOCTH J1I0KA3aTEIbCTB — 5.

KomMmenTapuu: Tepamnwust BKIro9aeT koMOuHauio #ruamuaa*™* (mo3st ot 10 o 1000 Mr/meHs)
C JTUETHYECKUM OTrpaHUYCHHEM pa3BETBICHHBIX aMHHOKHCIOT. HauanbHas no3a #ruamuua**
cocraBisieT 50-200 Mr/cyT, KOTOpPYIO MalMEHT ToiydaeT B TeueHue 1 Mec ¢ omenkoid BCAA B
1a3Me W/UIM ToJepaHTHOCTH K nuetndeckuM BCAA. B ciiydae 4yBCTBUTENBHOCTH K #THaMUHY* *
€ro mpueM CleayeT MPOJOIKUTh Ha (hOHE OrpaHMYECHHS B paIliOHE MPOAYKTOB, COJEPKAIINX
BCAA. [15, 38]

- Pexomenayercs Ha3HaueHue #iieBokapHUTHHa BceM mnanueHtam ¢ BKC mpu orcyrctBun
MEIUIUHCKUX MPOTUBOMOKA3aHUHA C IENBI0 YCHIJICHHS CBSI3BIBAHUS META0OJIHMTOB aMHHOKHUCIIOT C
pasBeTBIEHHOM 1enbo [1, 4, 8, 10].

VYpoBeHb yOeAUTENBHOCTH J0Ka3aTeNbCTB — C, ypOBEHB TOCTOBEPHOCTH JI0OKA3aTEIbCTB — .

KommeHnTapum: #71€BOKapHUTHH Ha3HAYAETCs HA JUTMTEIIbHBIN CpPoK (3-6 Mec.).

Haznauator #meBokapHUTHH 0ObIHO M3 pacyera 50 mr/kr/cyr (B 2-3 mpuema B TeUEHHUE
cyrok) [1, 4, 8, 10, 34]. Onnako naHHast JO3UPOBKA OblIAa pacCUMTaHA B PAHHUX HCCIEOBAHUAX C
y4acTHEM OTPAaHWYCHHOTO YHCIIa JICYEHHBIX MalueHTOB. B HacTosiee BpeMsi YETKHX JaHHBIX 00
ONTUMAJIbHOW J03€ #neBokapHuTHHAa y mauueHToB ¢ BKC Her. YuuteiBasg mnpenmonaraemoe
HETaTHBHOE BO3JICHCTBHE PECTPUKTHBHON IUETHI, MOTPEOHOCTH B #IEBOKAPHUTHHE MOXET OBITh
6osee Bricokoii [40].

- PexomennayeTcst Tepamus SHUICNTUYECKUX TMPUCTYNOB C HWHIUBUAYAJIbHBIM IMOAOOPOM
POTHBOCYIOPOXKHBIX mpenapatoB naruentam ¢ BKC ¢ nenbro koppekiuu cumnromaruku [17].
YpoBeHb yOeIUTeNbHOCTH JoKa3aTeNnbcTB — C, ypOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5.

3.1.2. JleyeHne B nepmog meTabonnyeckoro Kpusa

ITpu yrpose wnm B ciaydae pa3BUTHS METAOOIMYECKOrO KpH3a JIEUCHUE JOJKHO HAUMHATHCS
He3aMeIIUTENbHO.

JleueOHBIE MEpONPHUATHS HANpPABICHbl Ha TpeKpalieHue OoOpa30BaHUS M HAKOIJICHHS
TOKCHYHBIX OpPTraHUYCCKUX COGI[I/IHGHHIZ U BBIBECACHHC HX HW3 OpraHu3Ma. TakTnka neueHus
NalMEeHTOB B MEPHOJ] KpU3a BKIIOYACT KOPPEKIHIO JUETOTEPAllH, BHIBEICHUE HAKATUIMBAIOLINXCS
OpTraHU4YCCKUX KHCJIOT, KOPPCKIUIO MeTa00INIECKOTO annuao3a, TUIECpaMMOHHUEMHUU W BOJJHO-
AIIEKTPOJIUTHBIX ~HAPYIICHUH, SHEPreTUYEeCKyl0 TMOJAECPKKY M CHUXKEHHUS WHTEHCUBHOCTH
MPOLIECCOB KaTaboyn3ma.

- Pexkomenayercs OKCTpeHHas TOCHUTAIM3alUsg M HE3aMEIMTEIBHOE IPOBEIACHUE
uHTeHcUBHOU Tepanuu nauueHtam ¢ bBKC npu yrpose wim B ciydae pa3BUTHS METabOIMUYECKOTO
kpu3a [1, 9].
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VYpoBeHb yOeIuTeIbHOCTH TI0Ka3aTeNbCTB — C, ypOBEHB JOCTOBEPHOCTH JI0KA3aTEILCTB — 4.

KomMmenTapuu: JledeHne meTaboNMuecKOro Kpu3a JODKHO HAYMHATHCS HE3aMeIIUTEThHO
IpU TOSIBIICHWE CUMIITOMOB. MeTabonuueckie Kpu3bl, BEAylIMe K KPUTHUYECKUM, YIPO’KaeMbIM
JKU3HU COCTOSIHUSIM, MPH OOJE3HU KIECHOBOI'O CHUPOIA XapaKTEPU3YIOTCS OCTPO BO3HUKAIOIICH
sHIedaNonaTuel, COMPOBOXKIAIOIICHCS CylOporaMH, MPHUCTYIaMH MHOTOKPAaTHOW PBOTHI,
npU3HaAKaMu OTeKa TOJOBHOTO Mo3ra. CocTOosHUE NeTeil ObICTPO yXYAIIACTCS, BILIOTH A0 KOMBI.
MokeT UMEeThb MECTO TUIIOTJIUKEMHS, TMIIOHATPpUEMHs, MPHU3HAKKW MEeTaboJIMYEecCKOro aiuao3a.
[TpoBoLMpPYIOIIMMH HEONArONPUATHBIMU  (PAKTOpPaMH, KOTOpbIE OOYCIIOBIMBAIOT pAa3BUTHE Y
nanuenToB ¢ BKC merabonuaeckoro kpusa:

- mnpueM Oenka, JeHIMHA, W30JEHIIMHA ¥ BAJIMHA B KOJIMYECTBE, MPEBBIMIAIONIEM
TOJIEPAHTHOCTH OpraHu3Ma 0O0JIBLHOTO PEeOCHKa,

- HeJIoe/JaHuEe, HU3Kask KaJJOPUHHOCTh PaIHOHa;

- HUHTEPKYPPEHTHBIE PECHUPATOPHbIE WU  JKEIyJOYHO-KHUIIEYHble HWH(EKIHOHHbIE
3a0o0ieBaHus U Apyrue GakTopbl, MPOBOIUPYIONINE KaTaOOIH3M;

TspkecTh COCTOSIHMSA, TJIaBHBIM 00pa3oM, OOYCIIOBJIIEHA BBIPAKEHHBIM META00INYECKUM
KETOAIMI030M, TUIIOHATPUEMHEN, YTPO30M OTEKA MO3Tra.

- Pexomennyercs manuentoB ¢ BKC B mepuoj MeTaOoauM4eckoro Kpusa IMEpeBECTH Ha
NHUTaHHE MCKIIOYUTEIHbHO CMEChI0 aMUHOKHCIIOT 03 JICHIMHA, BalrHa, U30JCHIHA, HO He Ooee
4yeM Ha 24-48 yaca c [eNIbl0 CHHKCHUS YPOBHs JieiinmHa [ 15, 24].

VYpoBeHb yOeaAUTeNbHOCTH J0Ka3aTesIbcTB — C, ypOBEHb I0CTOBEPHOCTH J10Ka3aTEIbCTB — .

KomMMmeHTapuu: mpu Haqu4Mu CPBITMBAHWH, PBOTHI, OTKa3a OT €Ibl — KOPMIIEHHE depes3
Ha30racTpajibHbI 30H7 WM racrpoctoMy. CoOnoaaTh pexUM JAPOOHBIX M YAaCThIX KOPMJIEHHH ¢
IPOMEXYTKAMU MEXAYy KOpMIICHUSIMH 2-3 yaca.

- Pexomennyercs uepe3 24-48 uaca mociae OTMEHBI HaTypaibHOro Oelika (B MEpPHOJ
MeTabonmmueckoro kpusa) manueHtaM ¢ BKC mocTenmeHHO BBOIUTH MPOIYKTHI, COJEpIKAIIUE
HATypaJIbHBIN O€JOK C IeNbl0 MpenoTBpalleHus] KaTaboiau3Ma U olecredeHuss HeoOXOTUMBIMU
HyTpueHTamu [15, 24].

YpoBeHb yOeaUTeNbHOCTH JoKa3aTenbCcTB — C, ypOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5.

KommenTapun: Oenku BBOASTCS M3 pacyeta 1/4 HEoOXOAMMOro CyTOYHOrO oObeMa — B
nepBbld JIeHb, 1/2 — Ha 2 — 3-i ;ewHs, 3/4 — 3-4-i neHp, nanee B MOJHOM oObeMe. McToOuHHKOM
HATypaJIbHOTO Oenka JuIisi JIeTeH TepBBIX IIECTH MECSAIEB JKU3HHU SIBIISETCS MAaTCPUHCKOE
MOJIOKO/aIaITUPOBAHHAs MOJOYHAasl CMeCh, IS JeTed BTOPOro MOJYrogusi JKU3HU — TaKKe
HU3KOOEJIKOBBIE TIPOAYKTHI TPUKOpPMa, JUISl JIETEH CTapIie roja — HU3KOOEIKOBBIC HATYPAIbHBIC
MPOIYKTHI (KPYIbI, OBOIIH, GPYKTHI, pacCTUTEIbHBIC Maclia) U CHEeIMATU3UPOBAHHbBIE MPOIYKTHI HA
OCHOBE KpaxMalJioB.

[Ipn Hamu4uM CpHITMBaHUM, PBOTHI, OTKa3a OT €lIbl — KOPMJICHHE Yepe3 Ha30racTpaabHBIN
30HJI WIM TacTpocToMy (ycTaHOBKa ractpoctoMbl). CoOmogaTh pexuM JIpPOOHBIX M YaCThIX
KOPMJIGHUH C TMPOMEXKYTKaMH MEXAy KopmieHusMu 2-3 daca. CyTOYHBI YpOBEeHb Oenka —
DKBUBAJIEHTAa JOJDKEH OBITh HE HIKe O€30MacHOro YypOBHS, TMPU OTOM OOECIEUHTH
BBICOKOKANIOpUiiHOEe THTaHue (MpuiokeHne [2) ¢ 1enpio CHIKEHUS 00pa3oBaHHUS TOKCHYHBIX
MeTab0JIUTOB

- Pexomennyercsi no0aBieHHE MM KOPPEKLUS 103l M30JEHMIIMHA M BaJIWHA C MOMOIIBIO
MOHO/IO0AaBOK  COOTBETCTBYIOIIIMX aMHHOKHCJIOT BceM manuentam ¢ bBKC B mepuon
MeTabO0JIMIECKOTro Kpr3a C IeNIbl0 HHIHOMpOBaHus Tiepexo/ia jeiuna uepe3 ['Ob [15, 24].

VYpoBeHb yOeauTeIbHOCTH 1I0Ka3aTeNbCTB — C, ypOBEHB JOCTOBEPHOCTH JI0KA3aTEIHCTB — .

KomMMmeHTapuu: M0 HEKOTOpPBIM JIaHHBIM, OJaronpusATHbIA >(QeKkT paer mnoaaepkaHue
M30JIeHlIMHA U BaJIMHA B KPOBU HAa BBICOKOM YPOBHE, YTO CO3AAa€T KOHKYPEHIIMIO Ul TpaHCIopTa
JeiinvHa B KiIeTKy. /lo3upoBka u3oneinnHa u/unu BanuHa cocrapiser 80-120 mr B cyTku (B ABa
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npuema) [24].

- PexkoMenayercs mpu MOJO3pEHUH HA METAOONIMYECKUH KpPHU3 U OTCYTCTBHH DPBOTHI
o0ecreunTh BBICOKOKAJIOPUHHOE OHHTEpAIbHOE IHUTAHUE 3a CYET UCIOJIb30BaHUSl PAaCTBOPOB
JEKCTPO3bI, TITIOKO30MOIMMEPHBIX PACTBOPOB (MAIBTOJACKCTPHH) B AOMOJIHEHUE K CMECH Ha OCHOBE
AMHHOKHCIIOT C IIeJIBI0 TPeI0TBpalileHus kaTabomusma (npunoxkerue ['2) [22, 24].

YpoBeHb yOeIUTEeNbHOCTH JOKa3aTeNbcTB — C, YPOBEHb TOCTOBEPHOCTH JIOKA3aTEIBCTB — 5.

KomMeHTapuu pacuer mpou3BOAMTCS, UCXOIA U3 KaTOpUMHOCTH 1 T yrieBoaoB = 4 kkai, 1 r
MaJIbTOJICKCTPUHA MpUpaBHUBaeTcs K 1 T yrieBomaos [1, 2, 3]

- PexkomeHI0BaHO: BHYTPHUBEHHOE BBEICHHE pPAacTBOpA IEKCTPO3BI™* TOJ KOHTPOJIEM ¢e
YPOBHSI B KPOBHU TIPH Pa3BUTUU META0OIUYECKOTO KpH3a, a TAKXKE JUMUAOB (KUPOBBIX IMYJIbCUN
JUI TIApEHTEPaJIbHOTO NMUTAHMS) U WHCYIMHA M ero aHaioroB (A10A) mpu HeoOXOAMMOCTH, C
LEIbI0 BOCIOJHEHHMS OJHEPreTHYECKOro U TNPEJOTBPALICHUS PAa3BUTHS  HEBPOJIOTUYECKUX
Hapyienwuii [1, 2, 3, 22, 24, 25].

YpoBeHb yOAUTENBHOCTH 0Ka3aTeNbCTB — C, ypOBEHB TOCTOBEPHOCTH JI0KA3aTEIbCTB — .

Kommenrapun: BuyrtpuBenHoe BBenmenue 10% pacTtBopa IeKCTpo3bl®** W3  pacuera
HOBOPOXICHHBIC U JeTH 10 3-x neT 10-12 mr/kr/mun, ot 3 mo 10 ser 8-10 mr/kr/muH, ctapiie 10
aer 5-8 wmr/kr/mMuH. C 1enbpl0 oOecredeHus] TOCTATOYHOH KaJOPHUMHOCTH W TPEAOTBPALICHHUS
YpE3MEPHOM THIPATAIIMH U TEMOIMITIOINY, BO3MOXKHO BBEJICHHUE JIMITHUOB (SKUPOBBIC AIMYIIbCUU JIJIS
napeHTepanpHoro nurtanus) Ao 2 r/kr/cytku (0,4 mn/xr/ac 20% p-pa). Ecnm y mammenra
pa3BUBACTCs 3HAYUTEIbHAS TUIEPTIIMKEMUs (HalpuMep, YPOBEHb TIIIOKO3bI B KpoBH Oouibiie 250
MT/IUT) C TJIIOKO3ypHEeW M WMEIOTCS NPU3HAKH METAa0O0IMYECKOW JIEKOMIICHCAIMH, TO CIEeIyeT
paccMOTpeTh BO3MOKHOCTh Hauayia MHPY3UM H#MHCYJIMHA PAacTBOPUMOTO (4eJI0BEYCCKOTO T'€HHO-
WH)KEHEPHOT0)**)  BMECTO CHIDKEHHS CKOPOCTH HMHQY3HMH  JEKCTPO3bI**,  crmocoOcTBYs
aHabonmu4eckoMy coctossHut0. HadanbHas 1o3a s uHQY3MH #UHCYJIMHA PacTBOPHUMOTIO
(denmoBeyeckoro TeHHO-UHXeHepHoro)** cocraBmsier 0,01 ME/kr/muH. YpoBeHb #UHCYIHMHA
PacTBOPUMOTO (YEIOBEYECKOTO TeHHO-UHKEHEPHOT0)** clieIyeT TUTPpOBaTh, YTOOBI MOAIEP)KUBATD
YpOBEHB TII0K03bI B KpoBU Mexay 100 u 150 mr/a.

- Pexomenayercst Ha3HauaTh #OHAaHCETPOH™* mpu MetabonanueckoM kpuse Ha ¢pone BKC mo
MIOKa3aHHsIM C IEJIbI0 YCTPaHEHHs TOBTOPHBIX MPHUCTYNOB pBOTHI [1, 8, 10, 17].

VYpoBeHb yOeaAUTENbHOCTH J0Ka3aTesIbCcTB — C, ypOBEHb 1I0CTOBEPHOCTH J10KA3aTEIbCTB — .

KomMmenTapuu: onnancerpon™** HazHadaercs B cyrouHou fo3e 0,1-0,2 MI/Kr nersiM paHHEro
BO3pacTa, 2 MI — JIeTsIM B Bo3pacte 2-7 JeT, 4 Mr — aeTsaM B Bo3pacTe 8-12 neT (0OJHOKPaTHO).
[IpenapaT MOXeT BBOJUTHCS BHYTPUBEHHO, B CBeYax perrectum, B TabyeTKaxX WM B BHJE CHUpOIa
PEeros.

- Pexomenayercss KOppeKius MeTa0OJIMYECKOro aluao3a Mpu MeTabOIMYecKOM KpHu3e Ha
¢poune BKC myreM BHYTpHBEHHOTO BBEJCHHS IIEIIOYHBIX pacTBopoB [1, 10, 45].

VYpoBeHb yOeaIuTeIbHOCTH 1I0Ka3aTeNbCTB — C, ypOBEHB JOCTOBEPHOCTH JI0KA3aTEIHCTB — .

KomMmeHTapuu: Ui KOpPpPEKIUH METaO0O0IMYECKOro KETOAlM03a HCHOJB3YIOTCS PAaCTBOPHI
Hatpus runpokap6onara**. Harpust ruapokxapOonar™* mnpumensercs B Buae 8,4% u 4,2%
pacTBopa a1 yaoocrsa nepepacuera Ha MMoiib NaHCO. Ero no3upoBka (MMoJIb) onpeaensieTcs no
dopmyne: (-BE) x macca tena (kr) X 0,3. Kpome Toro, manueHTamM peKOMEHAYETCS IIETOYHOE
IUTHhE — PACTBOP COJBI U3 pacueTa ¥2-1 yvaitHast joxka Ha 200 M1 BOJIbI, IIEIOYHbIE MUHEpaJIbHBIE
BOJIBI.

B 3aBHCHMOCTH OT TSXKECTH COCTOSIHUS Kaxkible 6-12 4acoB KOHTPOJIMPOBATH MOKa3aTelH
KHACJIIOTHO-OCHOBHOTO COCTOSIHHSI KDOBH, YPOBHSI HATPHSI U KJIHS B KPOBH.

B chnyyae J1€KOMIEHCHPOBAHHOIO METabOJIMYECKOrO  alua03a, HE MOJAAIOLIETrocs
MEINKaMEHTO3HOH Tepamnuu, MPOBOISTCS METOJIBI IKCTPAKOPIOPATHFHOW KOPPEKIMH TOMeocTasa
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(HampuMep, TeMOAMAIN3, EPUTOHCATBHBIN AWaan3, TeMoauapHIbTPAIllUsa POIJICHHAs (BEHO-
BeHO3Has)) [45, 46, 47, 48].

- Pexomenpayercs mauuentam ¢ BKC nomomHutensHas MeIuKaMeHTO3HAs KOPPEKIUS IMPHU
ypoBHE aMMuaka B KpoBU Bbimie 200 MKMOJB/JIC TENbIO BBIBEACHHS W30BITOYHOTO KOJUYECTBA
JaHHOro Merabosmta [9].

YpoBeHb yOeAUTEIbHOCTH J0Ka3aTeNbCTB — C, ypOBEHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — .

KommenTapum: [Ipu ypoBHe aMmMOHUs B KpoBH Bhime 200 MKMOJIB/JT Ha3HAYAKOTCS TIpenapaThl
CIOCOOCTBYIOIIME BBIBEICHUIO aMMOHUS, HampuMmep OeH30ar HaTpusl (OMOJOTHYECKH AKTHUBHAS
no6aBka) u3 pacuera 250 mr/kr/cyTt (MakcumanbHO 10 500 MI/Kr/cyT, €clii Macca Tesa MPEBbIIIaeT
20 xr m0 5,5 r/mM%cyr). B 3aBHCHMOCTH OT TSKECTH COCTOSHHS Kakaele 6-12 dacoB
KOHTPOJIMPOBATh YPOBEHb aMMHAaKa B KPOBH.

3.2. Xupypruyeckoe rneyeHume

- Pexomennyercs npu HU3KOH 3(PPEKTUBHOCTH IMPOBOJUMOIO KOHCEPBATHUBHOIO JIEUEHHUS
narmentaM ¢ BKC paccMoTperh BO3MOMKHOCTh TPAHCIUIAHTALMM TI€YCHH 110 SKU3HEHHBIM
nokazanusmM [8, 27].

VYpoBeHb yOeAUTENbHOCTH J0Ka3aTesIbcTB — C, ypOBEHb I0CTOBEPHOCTH J10Ka3aTeIbCTB — 4.

KommenTapuii: BKC oTHOCUTCSI K HacielCTBEHHBIM OO0J€3HSIM OOMEHa BEILECTB, KOTOpbIE
MOYKHO KOPPEKTHUpPOBaTh TpaHCIJIAHTALMEeW IedeHU. TpaHCIUIaHTalus NEeYeHH, NpPeoTBpallaeT
KaTacTpo(uIecKre MOBPEXKICHHUSI MO3Tra, KOTOPbIE MOTYT BOSHUKHYTH BO BpeMsi METaOOINYECKOM
MHTOKCUKAIlMM, M OCTAHABJIMBAET MPOrPECCUPOBAHME HEHMPOKOIHUTUBHBIX HApYyIIEHUH, HO He
KOPPEKTUPYET paHee CYIICCTBOBABIINE KOTHUTHUBHBbIC HapymieHus [8]. Pucku xupypruueckoro
BMEILIATENIbCTBA UM IOJABJIECHUS HMMYHUTETa HE OTJIMYAIMCh OT TAaKOBBIX JUIS JAPYIHX
NeIUaTPUYCCKUX MAIMEHTOB, MEPEHECIINX TpaHCIUTaHTauuio [27]. JIns maiueHTOB, YCIEIIHO
HEepeHEeCIINX TPAHCIJIAaHTALUIO NT€YEHH, PEKOMEHAYeTCsl PacIlupUTh IUETY U 00eCleYUTh OMOIb
B TIepexo/ie Ha PACIIMPEHHYI0 JHETy C MOHUTOPUPOBAHHEM aHTPOIIOMETPHUECKUX TMOKa3aTeNe n
HyTpHUTHBHOTO ctaryca [1, 3].

3.3. NHoe neyeHune

- PekoMeHayeTcsi pacCMOTpPETh NPOBENEHUE INEPUTOHEANBHOIO AHMAIN3a WIN T€MOAHAIN3a
IPU OTCYTCTBUH OBICTPON MOJIOXKUTEIBHON pEeaKIIMU Ha MHTEHCUBHYIO TEPAIHIO, COXPAHSIOLIEMCS
KeTOalUa03¢ U TUIIEpaMMOHHMEMHUM TNpu MerabonnueckoM kpusze Ha ¢one BKC, nns Gonee
3¢ PEKTUBHOTO BBIBEICHHSI TOKCHYHBIX META00IUTOR [4].

VYpoBeHb yOeaAUTENbHOCTH J0Ka3aTesIbCcTB — C, ypOBEHb TI0CTOBEPHOCTH J10KA3aTEIbCTB — .

3.4. MnaHoBOe onepaTUBHOE BMeLWaTeNbCTBO, aHeCTe3UA

- Pexomenayerca mauuentam ¢ BKC mepen mpoBeaeHHeM ONepaTHBHOTO BMENIATENbCTBA,
aHECTEe3UH, KOHTPOJIb IMOKazarenel o0mero (KIMHUYECKOr0) aHalW3a KPOBH, HCCIETOBaHUS
KHUCJIIOTHO-OCHOBHOTO COCTOSIHHSI M Ta30B KpPOBM C LEJbI0 HCKIIOYEHHS MeTaboInYecKoi
nekomrencanuu [25]

VYpoBeHb yOeAUTENbHOCTH J0Ka3aTeNbCTB — C, ypOBEHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — .

- Pexkomennyercs mnamuentam ¢ BKC BO BpeMs NOATOTOBKM K XUPYPrHYECKHM
BMEIIIATeNIbCTBAM, IMPOBEJICHHUS AHECTE3MOJIOTHUYECKUX NOCOOMI M B JAPYrMX ciydasx, Korjaa
TpeOyeTcs YAJUHUTH TEPUOJ] TOJIOAAHUS HCIOJIb30BaTh BHYTPUBEHHOE BBEJIEHHUE pACTBOPOB
JEKCTPO3BbI** ¢ IeNbI0 MPEI0TBPAICHHS Pa3BUTHS METa00INYecKoro Kpusa [25]

VYpoBeHb yOeIuTeIbHOCTH TI0Ka3aTeNbCTB — C, yPOBEHB JOCTOBEPHOCTH JI0KA3aTEIHCTB — .

13 u3 45


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

KnuHnyeckune pekomergaumm — bonesHb "kneHoBoro cupona” — 2021-2022-2023 (26.11.2021) — YTBepxaeHbl MuH3gpasom PO

KomMmenTapuii: wH(pY3MOHHAs Tepamus B CIydasx, TpeOYOIIUX YUIMHCHHE Ieproja
TOJIOJIaHUSI, PACTBOPHI JEKCTPO3BI** BBOAATCS U3 pacyeTa HOBOPOXKICHHBIC U JIeTH 110 3-X JyeT 10-
12 mr/kr/muH, ot 3 10 10 net 8-10 mr/kr/muH, ctapmre 10 get 5-8 mr/kr/mMuH

4, MeauuuHckas peabunutaums, MeguLMHCKue nokasaHus 7]
NPOTMBOMNOKAa3aHMA K NPUMEHEHUI0 MeTOA0B peabunuraumm

- Pexomenayercs maumentam ¢ BKC mnpoBeneHue peaOMIMTALMOHHBIX MEpPONPHUSTHA,
HAIPaBJICHHBIX HA COLMAJIbHYKO aJalTaldlo, IOLACpKAaHWE W pa3BUTHE KOTHUTUBHBIX U
UHTEIUICKTYa bHBIX QyHKIMH [35].

VpoBenb yoeautenapHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

- Pexomenayercs nauuentam ¢ BKC mpoBesenne ncuxonorunuecKoi MOAIEpKKU U 00ydeHus
poauTeNel NMpaBUaM OPraHU3aluy IOMOIIM M AUETOTEPAllMUd B MEXIPHUCTYIHBIA IEPUOI U B
HepHOJ yrpo3bl MeTabormueckoro kpusa [36].

Vposens yoeautenapHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

5. MpocmnakTtuka n gucnaHcepHoe HabnaeHue, MeOQULMHCKUE MOKa3aHUsA U
NPOTMBONOKa3aHUsl K NPUMEHEHUIO MeTOL40B NPOoUNAKTUKK

5.1. NMpodmnakruka

Heonaranpuelii ckpuuHr B Poccuiickoii ®epepanuu nposogurcs B I. MockBa u
IIpumopckom Kpae.

- Pexomennmyercs KOHCyNbTalMs Bpaya-T€HETHKAa CEMbSM II0CJIE€ YCTAaHOBICHUS IHarHo3a
naruedTaMm ¢ BKC ¢ menpio pa3bsICHEHHI T€HETHYECKOTO PHCKA, OOCYKIEHUS BO3MOXKHOCTEH
NpeHaTaIbHON ¥ MPEUMILIAHTAIIMOHHON TuarHoctuku [17].

YpoBeHb yoeauTeapbHOCTH pekomeHaamuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

- Pexomenayercs oOcneoBaHie poauTeNeil nalyueHTa ¢ 1ebl0 BBISIBICHUS [e€TePO3UTOTHOTO
HOCHUTEJICTBA paHEE BBISBICHHBIX MYTallUi C TMOCIEAYIOIIMM HCIOJb30BAHUEM PpE3YJIbTaTOB
oOciieZloBaHUsI NpU TPOBEJACHUU MPEHATAIbHOW JMAarHOCTUKW U MPEUMIUIAHTAllMOHHOU
nuarHoctuku [17].

VpoBens yoeautenapHocTH pekomenaaruii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KommenTapuii: 'enermueckuii puck mnoBTOopHOro poxiaeHuss pedenka ¢ BKC B cembe
cocraBiseT 25%.

- Pexomennyercst nposeaenue obcnenoBanus Ha BKC nmersim mrobGoro Bo3pacta u3 cemel,
MMEIOIINX MallMeHTOB C JaHHBIM 3a00JIeBaHUEM (B MIEPBYIO OUepeb, OpaThs U CECTPHI MAIIMEHTA) C
nenbio uckiouenus BKC [17].

VYpoBeHb yOeAUTENbHOCTH J0Ka3aTeNbCTB — C, ypOBEHb 1OCTOBEPHOCTH JI0Ka3aTENbCTB — .

- Pexomenayercs ¢ Uenbl0 NPOPUIAKTUKH  Pa3BUTHS  METAOOJIMYECKUX  KPH30B
UHPOPMHUPOBAHUE POJUTENEeH (MM 3aKOHHBIX mpejacraButeneil) manuenta ¢ BKC o xapakrepe
3a00JIeBaHNs, IPOBOUPYIOIMNX (PAKTOpax M MPEIBECTHUKAX KPU3a, BO3MOXHBIX €r0 TOCIEICTBHIX
[17].

YpoBeHb yoeauteapbHOCTH pekomeHaamuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — )

- PCKOMCHI[yeTCﬂ nanmueHTraMm C BKC MMpOBOIUTD HpO(I)I/IHaKTI/I‘-ICCKYIO BaKIIUMHAIUIO II0
HAallMOHAJIbHOMY KAJICHAAPIO MPUBHUBOK, BKJIIOYAsd BaKOHUHALOWIO IIPOTHUB I'pHIIIIa U pOoTaBHUpYyCa, C
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coONIOCHUEM Mep MPEeIOCTOPOKHOCTH, B TOM UHCiIe, Ha (OHE CTPOroro BBITOJIHEHUS
JUETUYECKHUX U JIeYeOHBIX Ha3HAUCHH C LEeNbI0 (JOPMHUPOBAHUS UMMYHHOH 3alIUTHI OPraHU3Ma OT
UHOEKIHUIA U IPEIOTBPAIIEHUs pa3BUTHSA MeTabomnyeckux Kpu3oB [30].

VYpoBeHs yoeautensHOCTH pekoMeHaaruii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHnTapuu: BakIIMHALMIO 11€J1IeCO00pa3HO MPOBOAUTH CIEHUATUCTAMU, UMEIOIIUMHU OIBIT
paboThl C TMaUMeHTaMHd C META0OJIMYECKUMH OOJNE3HSIMH, WM T1OJA WX KOHTposieM. B
MOCTBAKI[MHAILHOM TIEPUOJE CJEeNyeT MPUCTAIbHO HAOMI0JaTh 3a MPUBUTHIMH C IMOBTOPHBIM
U3MEPEHUEM TEeMIepaTypbl Teja, 4YTO HEOOXOOUMO /s HE3aMeUIMTENIbHOTO Ha3HAYeHUs
YKapOTIOHKAIOIIECH TEpaIiK MPH TUarHocTUpoBaHuu Jmxopaaku > 38,0 °C, (mapareramonr™* wim,

uoynpopen™*).
5.2. lucnaHcepHoe HaGnioaeHue

- Pexomenayercs mpoBeaeHune oOmiero (KJIMHUYECKOTO) aHajiu3a KPOBU DPa3BEpHYTOrO
(reMOorI00MH, KOJNMYECTBO JPUTPOLMUTOB, IIBETOBOM MOKa3aTelb, KOJIWYECTBO JIEHMKOILIMTOB,
TPOMOOIIMTOB, JIEHKOIMTapHAas (opMysia U CKOPOCTb OCelaHusl SpUTporuToB) manueHram ¢ BKC
JUISL OLICHKH OCHOBHBIX MapaMETPOB KPOBETBOPEHHS M HaJIM4YMs BOCHAIUTENBHBIX MPOLECCOB |3,
24].

YpoBeHb yOAUTENBHOCTH JOKa3aTeNbCTB — C, ypOBEHB TOCTOBEPHOCTH JI0OKA3aTEIbCTB — .

KomMmenTtapuu: KpaTtHocTh mpoBeieHUS aHAIU30B OINPEACNSETCS COCTOSHUEM peOeHKa.
OOpiuHO naHHBIE HccienoBanus nanueHTaMm ¢ BKC mpoBoasTCcs ¢ 4acToTOM: Kaxable 6 MecsleB
namveHTaMm a0 6 Jjer, kaxaele 6-12 MecsueB mnamueHtam crapuie 6 ser. Ho B mepuon
UHQEKIIMOHHBIX 3a00JICBaHUH, IPH YTPO3€ META0OIMIECKOTo Kpu3a — He pexke 1 pasza B 7-10 nHei.

- Pexomennyercs nmpoBeaeHue o0miero (KIMHUYECKOro) aHanu3a Mouu nanuenram ¢ BKC ms
OLICHKH COCTOSIHHSI MOYCBBIBOASIIMX IyTeil 1 mouek [24, 31].

VYpoBeHb yOeaAUTeNbHOCTH A0Ka3aTesIbcTB — C, ypOBEHb I0CTOBEPHOCTH J10KA3aTEIbCTB — .

KommenTapun: KpaTtHocTh mnpoBeneHHsS aHAIU30B OINPEAENSETCS COCTOSHUEM peOeHKa.
OO0b1uHO naHHbIe HccnenoBanus nanueHtaM ¢ BKC mpoBoxsTcs ¢ yacTtoToil: kaxaple 6 MecsueB
nanpeHTaMm a0 6 JeTr, Kaxaele 6-12 MecsmeB mamweHTam crapmie 6 ser. Ho B mepuon
UHQEKIMOHHBIX 3a00JI€BaHUM, IPH YTPpO3e METa0OINUECKOro Kpu3a — He pexxe 1 pasza B 7-10 aHeit.

- Pexomennyercs mnpoBeneHHME OMOXMMHUYECKOTO aHajan3a KPOBH OOIIETEparieBTUYECKOTO
(rmroko3a, obOumii Oenok, OenkoBble (pakiuu (HWCCIEeAOBaHUE YPOBHSA albOyMHHAa B KpPOBH,
omnpeereHue abOyMUH/TI00YJIMHOBOTO COOTHOIIIEHUS B KPOBH ), OOIINIA, CBSI3aHHBIN 1 CBOOOIHBIN
OMITUPYOMH XOJIECTEPHH, TPUTIHUIEPUIbI, JMIONPOTEUABl HHU3KOW M BBICOKOH IIOTHOCTH
(uccnenoBaHue  YpOBHsS  JIMIONPOTEMHOB B KpOBH), IIenodHas  (Qocdaraza, ramma-
[NIyTaMWITPAHCHENTHa3a,  KpeaTWHUH,  MOYEBMHA,  alaHMHaMuHoTpaHchepaza  (AJIT),
acnaptatamuHoTpancepaza (ACT), kampumii oOmMIA W WOHM3UPOBAHHBIM, HATPHM, KaJIUM,
Heopranuueckuit ¢ocgop, xenezo u pepputud, C-Pb) naumentam c¢ BKC mna ouenku
(YHKIIMOHATHHOTO COCTOSIHUSI BHYTPEHHHUX OPraHOB, HAIWYHS HWH()EKINOHHBIX OCJIOXHEHUH U
HYTPUTHBHOTO CTaTyca nanueHra [24, 32].

VYpoBeHb yOeauTeIbHOCTH 1I0Ka3aTeNbCTB — C, ypOBEHB JOCTOBEPHOCTH JI0KA3aTEIHCTB — .

Kommenrtapun: KpaTHOCTP TpOBEAEHUS aHAIU30B ONpEIENSETCS COCTOSIHMEM peOeHKa.
OO6wuHO nMaHHBIE HccienoBanus nanueHTaM ¢ BKC mpoBoasTCs ¢ 4acTOTOM: Kaxabie 6 MECsIeB
nanMeHTam a0 6 Jer, Kaxaele 6-12 MecsueB mnauveHtam crapumie 6 ser. Ho B mepuon
MH(DEKIMOHHBIX 3a00JI€BaHMM, TP yrpo3e MeTaboInYecKoro Kprusa — He pexe 1 paza B 7-10 nueit.

- PexkoMenpayercs BceM nanmueHTaM C ycTaHOBJIeHHBIM auarHo3oM bBKC wuccnenoBanume
KHCJIOTHO-OCHOBHOT'O COCTOSIHUSI U Ta30B KPOBU (MCCIIEZIOBAHHE YPOBHS BOAOPOJIHBIX MOHOB (pH)
KPOBH, HCCIIEZIOBaHUE YpPOBHs Oy(epHBIX BEIIECTB B KPOBM), YPOBHS TJIIOKO3bI B KPOBH, YPOBHS
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HATpUsl B KPOBH, MOJIOYHOH KHCIIOTHI (JlTaKTara) B KPOBH, KETOHOBBIX TEJI B MOYE JKCIIpPecC-
METOZIOM C LENbI0 JUATHOCTUKHA META0O0IMUYCCKUX HApPYIICHHH WX KOPPEKIHH W OINPEIeICHUS
TaKTUKH JajbHeiIero seaenus 3, 6, 8].
YpoBeHb yoeautenbHOCTH pekomeraamuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNIbCTB — 4)
Kommenrtapuii: KpaTHOCTh MpOBEICHHS aHAIHM30B ONPEACISICTCS COCTOSTHMEM MalieHTa (B
CpeHEeM — ©KEMECSYHO), HO B IMepuoa HH(PEKIMOHHBIX 3a00JIeBaHUM, MpU  yrpo3e
METa0O0IMUECKOTO KPU3a — ©KEAHEBHO JI0 CTAOMIIM3AINK TOKa3aTesel

- PexoMenpayercss perynsipHblii KOHTPOJIb YPOBHSI aMHUHOKHCIOT U UX META0OJIMTOB B KPOBU
(KommnexkcHoe ormpeneneHre KOHIEHTpAllMM Ha AMHUHOKUCIOTHI M alMJIKAPHUTHHBI B KpPOBH,
KommiekcHoe ompeneneHie KOHIGHTPAlMd Ha aMHHOKMCIOTHI M AIMJIKAPDHUTHHBI B KPOBHU
METO/IOM TaHAEMHOM MacC-CIICKTPOMETPHH) C LEJIbIO KOPPEKIuK Tepamnui [3, 6, 8, 9].

YpoBeHb yoeautenbHOCTH pekomeHaamuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapuu: KpaTtHOocTh mpoBeneHHsS aHAIU30B OINpPEAENSeTCS COCTOSHUEM peOeHKa (B
cpemieM — | pa3 B 3 mec), HO B mnepuoJ HH(EKIMOHHBIX 3a00JIeBaHUM, TpHU Yyrpo3e
MeTaboJIMYEeCKOro Kpu3a — He pexe 1 pasza B 7-10 qHei.

YpOBHM aMUHOKHCIIOT JAOJDKHBI OBITh MPHOIIKEHBI K peh)epeHCHBIM BO3PACTHBIM 3HAUCHUSIM.
Cogepxanue JellMHa, H30JEHIIHA U BAJIMHA B KPOBU PEKOMEHAYETCS MOAJIeP)KUBATh HA YPOBHE,
CJIETKa MPEBBIIIAIONIEM HOPMabHbIE MapaMeTpbl. ONTUMAIBHBIM CUMTAETCS YPOBEHD JIeHIInHa 75-
200 mxmonbe/n (y gereit 1o 5 ner) m 75-300 Mxmonw/n (y geTel crapiie S5 JeT), Ipu BhIBEJCHUU
pebeHka U3 MeTabOJIMYeCKOro Kpu3a YKa3aHHBIA YPOBEHb JIHIIMHA CIYXHUT IMOKa3aHUEM s
Hayaja BBEJCHMs HaTypajabHOro Oenka. OnTuManbHbI YPOBEHb BajduHa U u3oieiiuaa ot 200 go
400 mxmoun/a [15, 24].

CBoOoHBIN L-KapHUTHH B KPOBHU ClEAyeT MOJAEPKHUBATh HA YPOBHE, COOTBETCTBYIOIIEM
BepxHel rpanunie HOpMbl: 40-60 Mkmonw/n. Tenmenuus k cHwkeHuto pH kpoBu, nedunuty
OCHOBAHMHU, YMEHBIIIECHHE COJIEPKAHHUS CBOOOJHOTO KapHUTHHA, TIIOKO3bl, HApacTaHUE YPOBHS
JeiuHa, W30JCHIMHA, BaJMHA W COOTHOIIGHUsS JeHIUH/anaHuH (WK JeHIUH/TUPO3UH),
YBEIIMYCHNE MOYEBOH SKCKPEIMH METaOOJIMTOB KETOKUCIOT CITy)KaT MpPEABECTHUKAMH DPa3BUTHUS
KETOALUA0THYECKOTO KpH3a.

- PekoMeH1yeTCs perynsapHbld KOHTPOJIb SKCKPEMH KETOKUCIIOT C Pa3BETBICHHOM LENBIO C
Mouoit (KoMIutekcHOe ompeiesieHre Coep)KaHuss OPraHMIeCcKuX KUCIIoT B Moue) [6, 8].

YpoBeHb yoeauTenpbHOCTH pekomeHaamuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D)

KomMmenTtapun: KpaTHOCTh mpoBeleHHsS aHAIU30B OIMpPEAEINSETCS COCTOSHUEM peOeHKa (B
cpenneM — 1 pa3 B rox)

ExxeronHo manueHTH JOMHKHBI TMPOXOAWTH YIIyOlleHHOEe O0OCIeoBaHWE B  YCIOBHSX
CTallMoOHapa (UIMTENFHOCTh TOCTIMTANM3anuu He MeHee 10 CyTOK), TIe TakKe OCYIIECTBISIOTCS
HEOOXOUMbIEC PEaOMITUTAIMOHHBIE MEPOTIPUSATHS.

- Pexomennyercs mpoBenenue anekTposHuedanorpapuu (930) maumentam ¢ BKC mnpu
HAJIMYUH HEBPOJOTMYECKOW CHMIITOMATUKH JUTS BBISIBJICHUS SIIJICITUYECKON akTUBHOCTH |23, 33].

YpoBeHb yoeauteapbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — )

Kommenrtapuu: B ToM uncie 331" ¢ BUIeOMOHUTOPUHIOM. [Ipu OTCYTCTBUU NMPHUCTYNOB — HE
pexKe 1 pasa B 1o, Ipru HATWUYHUU STTUICIITUICCKUX IIPUCTYIIOB — 11O IMOKA3aHUAM.

- Pexomennyercs npoBefieHHe yIbTpa3BykoBoro uccienosanusi (Y3U) opraHoB OpromrHoin
nosoctu naientam ¢ BKC s BeisiBieHus naTonoruu neuenn [32].

VYpoBeHns yoeautensHOCTH pekoMeHaaruii C (YypoBeHb TOCTOBEPHOCTH JTOKA3aTENbCTB — 5)

KommenTapun: KpaTHOCTB py OTCYTCTBHM U3MEHEHHI — HE pexe 1 pa3a B roJl, Ipu HAINYUU
MIaTOJIOTMH IIEYEHU — 110 IIOKA3aHUSAM.
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- Pexomennyercs npoBenenue opraapmockonuu nanuentam ¢ bBKC ¢ nensio cBoeBpeMeHHOTO
oOHapyKeHHsI 0P TaTbMOJIOrHUeCKoM naronoruu [15].

VYpoBeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTapun: KpaTHOCTh TP OTCYTCTBUM U3MEHEHUH — HE pexe 1 pas3a B roa, Ipu HaJIUUYUU
MaTOJIOTMH — 10 TIOKa3aHUSIM.

- Pexomennyercs mammentam ¢ BKC mnpoBeneHne KOppekIuu Je4eOHOTO MHUTAaHHUS U
CUMIOTOMATUYECKOW Tepamuu C IeNIbI0 MCKIIOYEHUs OeIKOBO-3HEPreTU4ecKOH HEeA0CTaTOYHOCTU
[24].

VYpoBeHb yoeautenpHOCTH pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapun: Koppekiuto guetorepanuu npoBOASIT Bpaul-TeHETUKU WU Bpayu-AUETOJIOTH
c yactotou 1 p/mec Ha | roxy xu3Hu, nanee 1 p/3 mec u 1o nmokazanusMm 1o 3 jet; 1 p 6 mec mocie
3 ner

KouTponb ¢aktudeckoro mutaHus (XMMHUYECKOIO COCTaBa palllioHa) AJs HPeaylnpekIeHus
pa3BuTHs JeDUIUTHBIX COCTOSIHHIA MTPOBOJIAT Y IeTEH B PEaHUMAIMOHHOM TIEPHOJIC — SKETHEBHO, Y
JleTel MepBOro roja »xu3Hu — He pexe 1 paza B 7 — 10 guelt, y manuenToB crapiuie 1 rona — 1 pa3 B
1-3 mecsna.

CHmwxkeHne ypoBHS TeMOINIOOMHa, jkene3a, ofmiero Oenka, anbOyMHHAa U aMHUHOKHCIOT
YKa3bIBa€T Ha HEJJOCTATOYHOCTh HYTPUTUBHOM MOAIEPHKKH.

- Pexomennyrorcs [uisi HaOMIOAEHHWS MALMEHTOB C YCTAHOBJIEHHBIM JuarHo3oM BKC
OPUMEHATh MYJIbTHIMCLMITIMHAPHBIN IMOAX0J BBHUIY TOrO, YTO 3a00JIEBaHUS XapaKTEPHU3YIOTCS
NOpaXEHUEM MHOTMX OpraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOM Tepanuu, 4YTO JTUKTYET
HEOOXOIMMOCTh COBMECTHOT'O BE/ICHHS MAIMEHTA CIICIMAINCTaMH pa3HbIX npodueit [17].

Yposenb yoeautenbHOCTH pekomenaamuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KomMmeHTapuu: moka3aHsl NEpBUYHBIE U MOBTOPHBIE KOHCYJbTALMU Bpaua-reHETHKa, Bpaya-
ojTampMoiiora,  Bpauya-HEBpOJOra,  Bpada-racTpO3HTEpOjora,  Bpada-JUeTos]ora,  Bpada-
SHJIOKPUHOJIOTa, Bpaya-KapauoJiora, Bpaya — JETCKOro KapjauoJiora, Bpada-Hedpoiiora, Bpaya-
neauarpa, Bpada-TepaneBTa/Bpay oOmied MNpakTUku (ceMeilHbId Bpad), Bpauda-IiCUXHaATpa,
MEAMIMHCKOrO IICHXO0JIOTa, a TakkKe Bpauedl apyrux crneunuanbHocTedl mnanueHtam ¢ BKC,
MMEIOLIUM HapyIIeHUs! QYHKINI COOTBETCTBYIOIINX OPraHOB U CUCTEM

- PexoMenpayetcs oOydyeHune poauTeneil mpaBuiaM OpraHU3aliy TEPAuy B MEKIPUCTYITHBII
MEepUOJI M B MIEPUOJ yrpo3bl MeTadboanyeckoro kpusa namueHToB ¢ bBKC ¢ nenbio npegoTspaiieHus
pa3BUTHSI MOBTOPHBIX META00IMYECKUX Kpru30B [17].

YpoBeHb yoeauTenpbHOCTH pekomeHaamuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

KomMmenTtapuu: VY poauteneit pebeHka Bceraa JOHKHA OBITh MHaMsITKa C  yYKa3aHHUEM
HEOTJIOKHBIX MEPOTIPUITUH B MIEPUO]] HAUUHAIOIIETOCs: MeTabonnyeckoro kpusa ([Ipunoxenue B).

6. OpraHuaauMﬂ OKa3aHus MeaULUHCKOW NoMoLLMm
6.1. Noka3aHna gnsa rocnutanusauvm B MeaAUUUHCKYH OpraHunsaguro

NMokasaHua AnA nnaHoBOM rocnuTanusauum B MeAULUHCKYH OpraHM3aumio:

1. mpoBeneHHWE TUATHOCTHKH W JICYEHHS, TPeOYIoIue MPOJOHKUTEIHHOrO (ITHEBHOE WU
KPYTJIOCYyTOYHOE TIPEOBIBAHKME) MEIUIIMHCKOTO HAOMIOJEHHWS W MOHHTOPHHTA  KIIMHHUKO-
71ab0paTOPHBIX MOKA3aTeNeH;

2. HeO6XO)II/IMOCTI) MPOBEACHUA Pa3JIUMYHBIX BHJOB OKCIICPTHU3 WIIH 06CJ'I€)IOBaHI/I$I B
MEAWIIMHCKOW OPTaHU3alluU TP HEBO3MOXXHOCTH MPOBEACHUS MX B aMOYJIaTOPHBIX YCIOBUSX (B
TOM urcliie 0hOpMIICHHE 3aKTI0UeHUs (penepatbHOro KOHCHIMYMa/BpadueOHO KOMUCCHUN).
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NMokasaHua ans 3KCTpeHHOﬁ rocnutann3auumm B MeAUMUUHCKYHO OpraHn3auuio:

1. ocTpble yrpokaroumue Ui KU3HU U Pa3BUTUS OCJIOKHEHUH COCTOSHUS, B TOM 4YHCIIE
MeTa0OoIMUeCKUi KpH3, TpeOyrolue HEOTIIOKHOTO JICYEHHs], B TOM 4YMCJIe MHTEHCUBHOH Tepanuy, a
TaKXKe KPYIJIOCYTOYHOTO MEIMIIMHCKOTO HAOMIOACHUM M TPOBEACHUS CIICIUAIBHBIX BHJOB
00cIIeIOBaHUS U JICUCHMUS.

6.2. Moka3aHus K BbIMUCKe NaLueHTa U3 MeaULMHCKOW opraHu3auum

1. oTcyTrcTBUE Yrpo3bl ISl )KU3HU MAIMEHTA U YrPO3bl Pa3BUTHs OCIOXHEHUH, TPEOYIOIIX
HEOTJIOKHOTO JICYCHHUS MIPH 3aBEPIICHUE TUATHOCTUICCKIX MEPOIPHUSATHIA.

2. craOunm3alyss COCTOSHUS W OCHOBHBIX  KJIIMHUKO-TA0OPATOPHBIX  IOKa3aTelei
MATOJIOTHYECKOTO TPOIIecca, OTCYTCTBHE HEOOXOAMMOCTH B TMPOJIOJDKUTEIBHOM MEIUIIMHCKOM
HaOIIOZICHUY (JIHEBHOE MJTM KPYTJIOCYTOYHOE MTPEOBIBAHME);

3. BBIIOJIHEH TIUIaH OOCIICIOBaHMS W JICYCHHS] TAIlMEHTa, JAaHBl PEKOMEHJAIUU TIO0
JaNbHEHIeMy HaOTOICHUIO U JICUCHHIO;

4. HEOOXOAMMOCTh TIEpeBOJA TAIMEHTa B JIPYroe MEIUIUHCKOE YUYPESKICHHUE WU
YUPEIKICHUE COIIMATIBHOTO 00CCIICUCHUSI.

ITocne BeIMUCKU U3 CTallMOHapa IMaUCHT JOJDKCH HaXOJUTbLCA Ha 3TallC aM6ynaTopHo-
MOJIMKIIMHHUYCCKOI'O Ha6JHOI[eHI/I$[ Y Bpada-nucauartrpa, Bpada-HCBpOJora, Bpa4a-rcHeTuKa, rnmaiucCHThI
C CHMIITOMAaTHYECKOM SITHIICIICUEH HYXXJAIOTCA B Ha6J'IIOI[eHI/II/I Bpada-HEBpOJIoTra, UMCIOIICIO OIIbIT
BCACHUA TIIallMCHTOB C SIUJICTICHCH. KOHCYJII)TaIII/II/I Apyrux CroeuuaJIMCTOB HA3HAYAKOTCA 110
IIOKa3aHUAM.

[Tpumeuanwue.
Hywmepatust myHKTOB J1aHa B COOTBETCTBHH C O(DUIIHAIIBHBIM TEKCTOM JJOKYMEHTA.

1.13. MpuvHUMNbI OpraHu3auum MegMLUMHCKOM nomoLumn naumeHtam ¢ BKC

IlocranoBka nuarsoza BKC craBUT MHOro BOIpPOCOB NEpe] POACTBEHHMKAaMHU NAallMEHTa U
nepes CrneuuaInucTaMy, padoTalolMMU C TaKUMU HalMeHTaMd. MHOro4MciIeHHbIE MTpPOOJIEMBI,
BO3HHKAIOIIKME MpPU OOHApYKEHUH M PA3BUTUM 3a00JIeBaHUs, JUISl PEIIEHUS KOTOPBIX TpelyeTcs
rpaMOTHasl OpraHu3alus Ipolecca MOMOUIM TMPU YYaCTUU MYJIbTHAMCUUIUIMHAPHOM KOMaHJbI
CHELHATUCTOB U COOJIIO/ICHHE OCHOBHBIX PUHIUIIOB U MOAXO0/I0B K €€ OKa3aHUIO.

JlaHHbIE TPUHLMUIBI JTOJDKHBI COOJIOJAThCS Ha JIOOOM JTane OKa3aHUs MEAMIIMHCKON
MOMOIIY, KaK B MOMEHT IIOCTAaHOBKHU JMarHo3a, Tak U Ha JJI000M 3Tare HaOIroAeHus MalueHTa.

1. TTanimeHT M €ro MpeacTaBUTENHN JTOJKHBI TOy4aTh MOJHYI0 HH(pOpMAaIHIO 0 3a00JIeBaHHUH,
€ro TeUEHUH, MaTOreHe3€e, MPOrHO3ax, OCIOKHEHHUIX U METOJaX BO3MOXKHOI Tepanuu.

2. Inarno3 BKC nonpa3zymeBaeT BO3MOXHOCTh OKa3aHUS NEPBUYHOM, CHEUAIN3UPOBAHHON
U NAJJTMATUBHON TOMOIIIM Ha BCEX dTanax 3a00JieBaHusl.

3. Ilpu mnocranoBke auarHo3a BKC, cempst nomkHa OBbITH HampaBiieHa K CHEIHMAIHCTY,
uMmerouieMy onbsIT padotsl ¢ nanueHtamu ¢ BKC, oOnanaromiero coBpeMeHHON HHpoOpMaiuei o
TeYeHUH 3a00JieBaHUsI W BO3MOXHOCTH Y4YacTHs B KIMHMYECKMX HCHBITAHUAX (HOBBIX
JIEKapCTBEHHBIX IMIPENapaToB W/WIM TEXHUYECKUX YCTpoilcTB). Takke BaXHBIM SBISETCS
UH(POPMHUPOBAHUE CEMEH O CYIIECTBYIOIIMX OOIIECTBEHHBIX OpraHM3alusiX, pabOTaromuX C ITOH
TPYIIION NAlMEHTOB.

4. K nabmonenuto 3a naiuenToM ¢ BKC nomkHa ObITh pUBII€YEHA MYIbTHINCIUITIMHAPHAS
KOMaH/Ja CHEIUaJIMCTOB B COCTaBe: IeauaTp/TepaneBT, Bpau-T€HETUK, Bpaud-IAHETONIOT, Bpau-
HEBPOJIOT, METUIIMHCKUNA TICHXOJIOT, Bpau-3HI0KPHUHOJIOT, Bpauy-IICUXUATP, Bpau-KapAnuOJIOT, Bpay-
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¢buznoTepaneBT, Bpad-racTpo3HTeposor. Jlpyrue crnenuanuctbl AOKHBI MPUBIIEKATHCS 1O Mepe
BO3HUKHOBEHUS CIIEU(PUUECKUX TPOOIEM.

Bpau-renetuk ocymecTBiaseT OCHOBHOe HaOmogeHue 3a marueHtamu ¢ BKC. B kpyr
00s13aHHOCTEH Bpavya-TeHEeTHKA BXOAUT OOCIIEOBaHUE U MMOCTAHOBKA JUArHo3a, HHGOPMHUPOBAHHE
ceMbd O 3a00JIeBaHMM, COCTaBJIEHUE IUIaHa MHOTONPO(MUIBLHOIO HAONIOEHUS, OCYIIECTBISThH
HaOJroIeHNE 32 MAMEHTOM, OIICHUBATh IWHAMHKY U CTENICHb IPOTrPECCUPOBAHUS 3a00JI€BaHUS TTPU
PEryJspHBIX OCMOTpaX, Ha3HA4YaeT MOoJepKUBaroly0 Tepanuto. [Ipu HacTymaeHnn GpepTUIbHOro
Bozpacra y mnanueHToB ¢ BKC cocraBieHue miaHa IpearpaBUJapHONM IOATOTOBKU  JJIs
npodunaktuku marepuHckoit BKC, tectupoBanue mapTHepa Ha reTepO3UTOTHOE HOCHTEIBCTBO.
[Tpu cocTtaBieHUN MIaHa MHOTONMPO(QMIBHOTO HAOIIOACHNUS, BPad-TeHETUK ONPEAEsieT KPaTHOCTh
HAOIO/IEHUsI y APYTUX CIEHHUATUCTOB MHOTONPOPUIBHON KOMAaH]Ibl, COOTBETCTBEHHO TEKYIIEMY
COCTOSIHUIO ManueHTa. [Ipu kaxaoM ocMOTpe Bpau-T€HETUK OCYIIECTBISET IEPEOLIEHKY TEKYIIEro
COCTOSTHUS ITAIIEHTA U B COOTBETCTBUH C 3TUM BHOCUT KOPPEKTUPOBKH B IJIaH MHOTONPOQPHILHOTO
HaOmroneHusi. B cBOMX peKOMEHJalusX Bpay-TeHETHK YKa3blBaeT HEOOXOAMMbIE MaIMEHTY
JICKapCTBEHHBIE Tpernaparbl, AUETOTEpanui0 W Jp. B COOTBETCTBUM C  BBISIBICHHBIMHU
NOTPEOHOCTSAMU MallMEeHTa

7. OJononHutenbHaas uHdopmauma (B TOM uucne ¢akTopbl, BRUsSOLWME Ha
ncxop 3aboneBaHus UNU COCTOAHUS)

HpOFH03 COCTOSIHMA M YPOBHA IICUXHUUYCCKOI'O PA3BUTHUA IMALIMCHTOB 3aBUCUT OT q)OpMI)I
CHEIMAIM3UPOBAHHOTO JieueHHs; 3(PPEKTUBHOCTH HUHTCHCUBHOM Tepaluu KETOAUUIOTUYECKUX
KpU30B, BEAYIIUX K OTEKy TOJIOBHOro Mo3ra u riryookomy mnopaxenuto I[[HC. IIpornos
3a00JIeBaHUsl OTHOCUTEIIHLHO ONArONmpUsITHBIN ISl KU3HU MPU paHHEH JUArHOCTUKE U TIATEIbHOM
METa0O0JIMYECKOM KOHTPOJIE 3a00JI€BaHNUs U CBSI3aHHOM C HEH TSDKECTH SH3UMHOTO J1e(eKTa; CPOKOB
Hayvasa 1 aJeKBaTHOCTH

KpuTepuu oueHkun kauecTBa MeAULIMHCKOM NMOMOLLMU

Kpurepun kauecrsa OneHka BBINOTHEHUS
KpUTepuUs

BoinonHeHo omnpeneneHre ypoBHS aMHHOKHCIOT, alWIKapHUTUHOB B|Jla/Her
KpPOBH METOJIOM TaHJEMHOW MAacC-CIeKTPOMETPUU TIPH TEPBUYHON
JTUArHOCTHKE, J1ajiee — JIJIsl KOHTPOJIA JIeUeHus He pexe 1 p/6 mec.

KommniekcHoe omnpenenenue cofep)kaHusi OpraHudecKux KUCIoT B Moue | [la/Het
(npu nepBUYHOM TUArHOCTHKE) U Jjajiee He pexe 1 pasa B ro.

Bommonnena monekymsipHas JIHK-numarnoctuka (uccnenoBanue reHoB |/la/Her
BCKDHA, BCKDHB, DBT u DLD) npu nepBu4HOM JUarHOCTHKE.

[IpoBenena KoHCYNbTalMs Bpaya-reHeTUKa MpU NepBUYHOM quarHoctuke | Jla/Her

IIpoBenena  KOHCyJbTalMs  Bpada-HEBposiora Tmpu  nepBuuHOH | [la/HeT
IMAarHOCTHKE, jajiee 10 MOKa3aHusIM, He pexe 1 pas3a B roa.

[IpoBeneHa KoOHCynbTalUs Bpaya-TEHETHKA W/WIM Bpada-aueTosora c|/la/mer
1[ETbI0 KOPPEKIMH JUETOTEparuy C 4acTOTON ¢ yactoToil 1 p/mec Ha 1
rony ku3Hu, gainee 1 p/3 mec u mo mokazaHusMm 10 3 jeT; 1 p 6 mec
nocnae 3 JeT

BrinmonHena MarHMTHO-pe3oHaHCHas ToMorpadus u/win kommnbloTepHas | [la/Her
ToMOrpadus rojloBHOro Mosra (Mpu MEPBUYHOM IMATHOCTHKE U TPU

19 u3 45


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

KnuHnyeckune pekomergaumm — bonesHb "kneHoBoro cupona” — 2021-2022-2023 (26.11.2021) — YTBepxaeHbl MuH3gpasom PO

MOJI03PEHUH Ha METAOOIMUYECKUN KPHU3)

Hasnauena nuerorepamusi C OrpaHUYCHWEM AaMHHOKHUCIOT JeWnuHa, |Jla/Her
M30JIeHIMHA, BaJIUHA.

[IpoBeneHo wccnemnoBanue ypoBHS BoAoponaHbix HoHOB (pH) kpoBw,|Jla/Her
uccleoBaHe ypoBHS Oy(epHBIX BEIIECTB B KPOBH, YPOBHSI IIFOKO3bI B
KPOBH, MOJIOYHOM KHMCIJIOTBI, YPOBHS HAaTpUs B KPOBU, AMMHAKa B KPOBH,
KETOHOBBIX T€J B MOYE SKCIIPECC-METOAOM IIPU MEPBUYHON TUAarHOCTUKE,
P TIOJIO3PEHUH U B TIEPUO]I META0O0JIMUECKOr0 KpH3a.
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[Tpunoxenue Al

Cocras pa0doueil rpynnbl o paspadorke v nepecMoTpy KJIMHHUYECKUX
peKoOMeHaauui

1. BaiinakoBa I'.B. — k.0.H., Beaymuii HayyHbIil COTPYJHHUK JaOOpAaTOPUM HACJEICTBEHHBIX
6onesnert obmena @DI'BHY "Meauko-reHeTuueckuid Hay4HbId LEHTp uM. akajgemuka H.IL.
boukosa", unen Poccuiickoro obiiecTBa MeTMIIMHCKUX T€HETHKOB.

2. bapanoB A.A. — akan. PAH, npodeccop, 1.M.H.; nodetHbIi npe3uneHT Coro3a neiuaTpoB
Poccun, cosetHuk pyxoBogutenss HMM nenmatpum u oxpassl 310poBea neredt LIKb PAH,
npodeccop kabenpsl neauarpuu u Aetckoit peemaronoruu OI'AOY "Ilepseiit MI'MY um. .M.
CeuenoBa" Munsapasa Poccun (CedeHOBCKHIT YHUBEPCHUTET), T1aBHBIA BHEIITATHBIM CHICITUAINACT
nenuarp Munsnpasa Poccun.

3. boposuk T.D. — mpodeccop, a.M.H., 3aBeayromas jgabopaTopueil MUTaHUS 3J0POBOTO U
6onpHOrO0 pedenka OI'AY "HaunoHanbHBII MEIWLIMHCKUNA HCCIEIOBATENIbCKUM LIEHTP 30pOBbS
neteit" Mun3zapasa Poccun, wieHn Acconnanuy MeIUIUHCKUX TeHeTUKOB (AMI).

4. bymyesa T.B. — 1.M.H., Beqyluil Hay4HbIH COTPYIHUK Ja0OPATOPUU MUTAHUS 3JOPOBOTO U
O6onpHOTO pebenka GI'AY "HanumoHalbHBII MEIUIIMHCKUNA HCCIEIOBATENbCKUI IEHTP 30POBBS
neteit" Munszapasa Poccun, wien Accounannuy MeIUIUHCKUX TeHeTUKOB (AMI).

5. Bamakmamze H.JI. — 1.M.H., pykoBoauTeNb oTena opdanHbIX 0oJje3He U npoduiIakTUKH
uHBanuAu3upyomux 3aboneBannii HUM nenumatpum u oxpansl 3p0poBbsi neteit 1IKb PAH
npodeccop kadenpsl (akyiapbTeTcKol meauarpuu mneauarpudeckoro ¢dakynprera ®I'BOY BO
"PHUMY um. H.U. [Tuporosa" Munszapasa Poccuun

6. Bumnesa E.A. — 1.M.H., 3aMectutens pykoBoautens HUM nennatpun u oxpaHsl 310pOBbs
nereit LIKb PAH Muno6phayku o Hay4Ho# pabote, JoLeHT Kadenps! hakyIbTeTCKON eguaTpun
neauarpudeckoro ¢akynsrera ®I'bOY BO "PHUMY um. H.U. Iluporosa" Munzapasa Poccun,
yied Coro3a [lequarpoB Poccuu
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7. I'pe6enkun JI.U. — Bpau-reHeTuk oTAeneHus MenunuHCKoW renetuku OI'AY "HMUILL
310poBbs Aeteit”" Munsapasa Poccun, wien Accouuanuy MEAUIIMHCKUX TeHEeTHKOB (AMI)

8. I'moba O.B. — K.M.H., Bpau-HEBPOJIOT-3MUJICIITOJIOT, Bpad-TieAUATP, BEAYIIUH Hay4dHBIH
COTPYAHUK OTJIEJEHHUs TNCUXOHEBPOJOTMU M Icuxocomarnueckoir maronorun OI'AY "Hayunsbiit
MEJIUIIMHCKUI UCCIIeIOBATENIbCKUI LIEHTP 310pOBbs AeTel" Mun3apasa Poccuu, wieH Acconuaiuu
MEJIUIIMHCKUX TeHETUKOB (AMI).

9. HaswimoBa FO.M. — Bpau-reHeTUK oTaeseHus MeauuuHckol reHetnku OI'AY "HMMUAI]
310poBbs AeTeit" Munsapasa Poccun, wien Accouranuu MEIUIMHCKUX TeHEeTUKOB (AMI)

10. Jertsapea A.B. — n.m.H., ipodeccop, 3aBenytomas otaenoM neauatpun, @I'bY "HMMUIL]
aKylepcTBa, TMHEKOJOrMH M mnepuHatoiorud uMm. Ak. B.M. Kymakosa", mpodeccop kadempbr
HeoHaronoruu Muctutyta 310poBbs nereit PI'AOY BO "llepBbiii MOCKOBCKHI TOCY1apCTBEHHbIN
MeauuuHckuil  yHuBepcurer uM. MW.M. CeuenoBa" MunsnpaBa Poccun (CeueHoBCKUit
YHHUBEPCUTET), WwieH Poccuiickoro o01ecTBa HEOHATOJIOTOB

11. XKypxoa H.B. — k.M.H., Benyumii Hay4dHblii cOTpyaHHK oTaena Otnaen ophaHHBIX
Oone3nelt U MpopUIAKTUKY UHBAIMIU3UPYIOMUX 3aboneBanuii, Bpau-renetuk HWUW nenuatpuu u
oxpanbl 310poBbs nereir [IKb PAH, unen Accoumanmuu mMeaunuHCKUX TeHETHKOB (AMI'), wien
Coro3a neguatpoB Poccun.

12. 3apybuna B.B. — Bpau-reHeTk Meauko-reHeTuyeckoro oraeneHuss Mopososckoii JII'Kb
J3M

13. 3axaposa E.}O. — n.m.H., 3aBeayromas naboparopueil HacleACTBEHHbIX Ooe3Heil oOMeHa
OI'BHY "Menuko-reneTnueckuii HayuyHblid 1HeHTp wuM. akajgemuka H.II. Boukosa", unen
Poccuiickoro o0imiecTBa MEAMIIMHCKUX T€HETHKOB, WIEH €BPOIEWCKOro OOIIeCTBa MO HU3YYCHHIO
HaCJIE/ICTBEHHBIX Oosie3Hel oOmena BemecTB (SSIEM).

14. 3BonkoBa H.I'. — K.M.H., cTapIInii Hay4YHBII COTPYTHUK Ta0OPATOPUU MUTAHUS 3I0POBOTO
u 6o1bpHOrO pedenka ®PI'AY "HayuHblil MEUIIMHCKUI UCCIIEA0BATEIbCKUI LIEHTP 3/10pPOBbs AeTel"
MunzapaBa Poccun, wieH Accolaiii METUIIMHCKUX reHeTUKoB (AMI).

15. 3yokoB B.B. — 1.M.H. nupekTop MHCTUTYTAa HeoHaTOoNorHK U neauarpun OI'BY "HMUIL]
aKyuiepcrBa, TMHeEKonoruu u nepuHatosorun um. Ak. B.M. Kymakosa", unen Poccuiickoro
oOuiecTBa HEOHATOJIOTOB.

16. KonpakoBa O.b. — K.M.H., Bpau-T€HETUK, 3aBEAYIOIIAsl OTACICHUEM MEAUIMHCKON
reHetukun OI'AY "HMUIL] 3n0poBes nereit" Munzapasa Poccun, wien Accoruanuy MEIUIIMHCKUAX
reHeTukoB (AMI)

17. KysenkoBa JI.M. — mpodeccop, a.M.H., HadanbHUK LleHTpa neTckol NMCUXOHEBPOJIOTHH,
3aBeyronlasi OTAEICHUEM IICUXOHEBPOJIOTMH M IIcuxocoMarndeckou naronoruu @I'AY "Hayunsiit
MEUIIMHCKUI UCCIIeI0BATEILCKHUI IIEHTP 370pOBbs fneTeil" Munznpasa Poccuu, wien Acconuanuu
MEAMIIMHCKUX TeHeTUKOB (AMI).

18. Kynes C.H. — un.-kopp PAH, mpodeccop, a.m.H., mupexkrop PI'BHY "Menuko-
FeHEeTUYEeCKUd HayyHblii 1eHTp uM. akaaemuka H.II. bouxoma", Ilpe3ugeHt Accouunanuu
MEIUIIMHCKUX reHeTUKOB (AMI).

19. JIanuna A.A. — Bpay-reHeTHK OTAeiNeHuss MeauuuHckod reHetuku PI'AY "Hayunsiin
MEJUIIMHCKUN HCCIICIOBATEILCKUM LEHTP 370pOBbA JeTei", WieH AcConuanud METUITMHCKUX
reHeTukoB (AMI

20. Muxannosa C.B. — a.m.H., 3aBenyromas otaeneHuem DI'BY "Poccuiickas Jlerckas
Knunnueckas boinpauna" M3 PO

21. Hazapenko JL.II. — npodeccop, A.M.H., 3aMECTUTENb AUPEKTOPA MO HAYYHOU U JeueOHOU
paboTe, pyKOBOIUTENb JTa0OpaTOpuu HaciencTBeHHo# matonorun HUW menunuHCKo# TeHeTukH,
Tomckoro HUMII PAH, unen Acconuanuu MeTUIIMHCKUX reHeTHKoB (AMI).

22. HamazoBa-bapanosa JI.C. — akaa. PAH, npodeccop, 1.M.H., npe3uaent Coro3a neiuaTpos
Poccun; nact-npesunent EPA/UNEPSA; pykoBogutens HUW nenuatpuu u oxpaHbl 30pOBBS
nereit LIKb PAH, 3aBenyromas xadeapoir ¢GakyabTeTCKOH NeauaTpud IeAUaTPUYECKOro
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dakynpreta ®I'BOY BO "PHUMY wum. H.M. Iluporoa" MunzapaBa Poccuu, ri1aBHBIMA
BHEIITATHBIN JETCKHH CHEIUATHCT 10 MpoduiakTHueckor menuimae Munsapasa Poccun.

23. Huxonaea E.A. — 1.M.H., TJIaBHBIM HAy4YHBI COTPYIHHUK, PYKOBOAMTEIb OTACICHUS
HACJICACTBEHHBIX WM BPOXJICHHBIX  3a0O0JieBaHWUN ¢  HapylmIeHWEeM ICUXUKH HaydHo-
HCCIIEIOBATENILCKOTO KIIMHUYECKOT0 UHCTUTYTA neauatpun umeHu akaa. l0.E. BensTumesa 'bOY
BIIO PHUMY wum. H.WM. IuporoBa MunzapaBa Poccum, uneH Acconuanuu MEIUIIMHCKUX
reHetukoB (AMI).

24. TTak JI.A. — n.M.H., Bpau-HeBpoJioT, HauanbHUK LlenTpa penkux 6onesneit ®I'AY "HMUIL]
310poBbs AeTei" Munsapasa Poccun

25. TlamxoBa MW.E., k.M.H.,, 3aBeaymomias neauaTrpuueckum otaenenuem OI'BY
"HaunoHanpHbIII MEIUIMHCKUI UCCIEN0BATENbCKUN LEHTP TPAHCIUIAHTOJIOTUHA M UCKYCCTBEHHBIX
opranoB umenu akaaemuka B.M. IllymakoBa" MuHnucrepctBa 3apaBooxpanenus Poccuiickoii
®denepaunn

26. IlymkoB A.A. — k.0.H., BeIymIui HAy4YHBIA COTPYIHUK JIAOOPATOPHH MOJEKYISPHON
reHEeTUKH W KieTtouyHor Owmosormu OI'AY "HMMUL] 3mopoBes aereit”" Mun3apaBa Poccuu, dien
Accouuanuy MEIUIMHCKUX reHeTUKoB (AMI')

27. Penuna C.A. — K.M.H., Bpau-reHeTUK ®I'BHY "Menuko-reHeTu4ecKuii HaydHbIi LIEHTP
uMm. akagemuka H.IT. boukoBa", unen Poccuiickoro o6miectBa MEAMIIMHCKMX T€HETHUKOB, WJIEH
Accoumanuy MEIUIMHCKUX reHeTukoB (AMI)

28. CaBocthsinoB K.B. — k.0.H., HadanpHuk llenTpa (yHIaMeHTaIbHBIX HCCIEAOBAHUN B
nequatpun - ®I'AY  "HMUL 3mopoBest  geteit" MunszapaBa Poccum, unen Accouuanuu
MEUIIMHCKUX reHeTHKOB (AMI).

29. Cenumssanosa JI.P. — k.M.H., Benymuil HayuHslid coTpynHuk HUW nenuatpun u oxpaHsl
3nopoBbsi aereir LIKb PAH MunucrepctBa Hayku W BbIcuiero ooOpasoBanus Poccuiickoit
®eneparun, A01eHT Kadeapsl neauaTpuu u aerckoil pesmaronoruu ®I'AOY "llepseiii MIMY
uM. .M. CeuenoBa" MunzapaBa Poccun (CeueHoBckuli YHUBEpPCHUTET), AOLEHT Kadeapsl
dakynpTeTcKOll Temuarpun nexuarpuueckoro Qakynprera @I'bOY BO "PHUMY wum. H.W.
ITuporosa" Munsapasa Poccun, unen Coroza neauarpos Poccun

30. ®enoceenxko M.B. — k.M.H., 3aBeAyronas OTAEIOM pa3pabOTKU HAyYHBIX MOJIXOIOB K
MMMYHH3AIIH TMAIlMeHTOB C OTKJIOHEHUSIMH B COCTOSIHHH 370POBbSI M1 XPOHUYECKUMU OOJIE3HSIMHU,
BEJyIIMM HAay4HBIA COTPYIAHUK, Bpad-nexauarp HWUW nenmarpum u oxpansl 310poBbs gerer LIKD
PAH MuHucTtepcTBa Hayku U BbIciiero oopazoBanus Poccuiickoit denepanyu, 1oueHT Kadeapbl
¢bakynbTeTckOM mneauarpuu neauarpudeckoro gakyiasrera ®I'bBOY BO "PHUMY um. H.U.
[Tuporosa" Munsapasa Poccun, wien Coroza neauarpos Poccun

31. ®ucenko A.Il. — a.m.H., mpodeccop, 3acmyxkeHHbld Bpad Poccuiickoit denepanuu,
nupexkrop OI'AY "HauuoHanbHBIM MEAMIIMHCKANA HMCCIEAOBATENbCKUNA LIEHTP 3J0pOBbs aeTeit”
Mun3znpasa Poccun

ABTOpBI TOATBEPKIAIOT OTCYTCTBHE (DUHAHCOBOWM MOANEPKKH/KOH(PIUKTAa HMHTEPECOB,
KOTOPBI HE0O0X0IMMO 0OHAPOI0BATh.

[Ipunoxenne A2

MeToaos10rusi pa3padoTKi KIMHUYECKUX PEeKOMeH Al

IeneBast ayauToOpus JaHHBIX KIMHUYECKUX PEKOMEH/IAIHil:
- Bpauu-TeIuaTphl;

- Bpauu o01Ieil MpakTHKH (CeMeHHbIe Bpayun);

- Bpauu-T€HETHKH;

- Bpauu-JIMETONIOTH;

- Bpauu-HEBPOJIOTH;
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- METUIIMHCKUE TICHXOJIOTH;
- e eKTOIOTH
- CTY/IeHTbI MeUIMHCKUX BY30B, OpIMHATOPBI, ACIIUPAHTHI.

Ta6nuua 1. LLikana oueHKn ypoBHeN AOCTOBEpPHOCTU Aoka3aTtenbcTB (YOA) ansa
MeTOAO0B AMarHOCTUKMN (AMarHOCTUYECKNX BMeLLaTeNIbCTB)

Y PacmmgpoBka

1 CucremaTuveckre 0030pbl UCCICIOBAHUI C KOHTPOJIEM PePEpEeHCHBIM METOJIOM HIIN
CHUCTEMaTHYECKU 0030p pPaHIOMHU3UPOBAHHBIX KIMHUYECKUX HCCICIOBAHUN C
MPUMEHEHUEM METaaHaln3a

2 OT,I[GJ'IBHBIC HCCIICAOBAHUSA C KOHTPOJIEM pe(bepeHCHBIM METOAOM WM OTACIBbHBIC
pPaHAOMU3UPOBAHHBIC KIMHUYCCKUC HUCCICAOBAHUA W CHCTCMATHUYCCKUC 0630pBI
I/ICCJ'IG,I[OBaHI/Iﬁ JIF000Tr0 HHSaﬁHa, 3d UCKIIFOUYCHHUEM PAHJOMU3UPOBAHHBIX KIMHUYCCKUX
I/ICCJIGIIOBaHI/If/'I, C IPUMCHCHUECM MCTaaHAIN3a

3 HccnenoBanus 06e3 MOCIENOBAaTEIbHOTO KOHTPOJIA pPEe(EpeHCHBIM METOJ0M MU
UCCIIEIOBaHUsSL € pPe(EepeHCHbIM METO/A0M, He SBIIIIOIMMCS HE3aBUCUMBIM  OT
HCCJIEyEMOI'0 METO/Ia WJIM HEPaHJAOMU3UPOBAHHBIE CPAaBHUTENIbHbBIE MCCIIEOBAHUS, B
TOM YMCJI€ KOTOPTHBIE UCCIIeI0BaHUS

4 HeCpaBHI/ITeJIBHI)Ie HCCJIICA0OBAHUS, OITMCAHUC KIMHUYCCKOTO ClIydas

Hmeetcst aumb 000CHOBaHHE MEXaHU3Ma ILCIZCTBHﬂ HJIM MHCHHEC OKCIICPTOB

Ta6bnuua 2. LLikana oueHKn ypoBHeN AOCTOBEPHOCTU Aoka3aTtenbcTB (YOA) ansa
MeToAO0B MNpPOUNaKTUKKA, Je4vYeHusas wu peabunutauum (nNpodunakTUyeckKux,
ne4yeo6HbIX, peabUnNUTauMOHHbIX BMELLATeNbCTB)

yaa PacumgpoBka
1 Cucrematnuecknii 0630p PKH ¢ mpuMmeHeHneM MeTaaHanmsa
2 Otnensabie PKM u cuctematuyeckue 0030pbI HCCIIEIOBAaHUN JI0OOOTO JM3aiiHa, 3a
uckmouenrem PKHU, ¢ mpuMmeHeHneM MeTaaHanuza
3 HepangomusupoBaHHbIE  CpaBHHUTENbHBIE  WCCIENOBaHHS, B T.4. KOTOPTHBIE
UCCIICTOBAHMS
4 HecpaBHuTenbHBIE HCCIENOBaHUS, OMHCAHME KIMHUYECKOTO CIIy4ash WM CEepuu

CIIy4aeB, UCCieIoBaHus "ciiydyail-koHTposp"

5 NmeeTcs numib 000CHOBAHHE MEXaHU3Ma JEHUCTBUS BMEIIATEIbCTBA (I[OKJ'II/IHI/ILICCKI/IG
I/ICCJ'IeI[OBaHI/IH) HJIM MHCHUEC DKCIICPTOB

Ta6nuua 3. Wkana oueHkuM ypoBHen ybeauTenbHocTu pekomeHaauun (YYP)
ansa  metoooB NPoPUNaKkTUKW, AOWAarHOCTUKW, JeYeHus WU peabunurauumu

(npodbunakTuyeckumx, ANarHocTUu4Yeckux, neyeo6HbIX, peabunuTaunoHHbIX
BMellaTenbLCTB)

YVyp PacmmgpoBka
A CunbHas pekoMeHaanus (Bce paccMaTpuBaeMble KpuTepuH 3(pPeKTUBHOCTH (MCXOJIbI)
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SABJIIIOTCA BaXXHBIMH, BCE MCCICAOBAHUSA HMCIOT BBICOKOC WM YAOBJICTBOPUTCIIBHOC
MCTOHOJIOTUYCCKOC KAa4YCCTBO, HMX BbIBOABI IO HUHTCPCCYIOIUM HCXOJAM ABJISAIOTCA
COFJ'IaCOBaHHBIMI/I)

B VYcinoBHas pekoMeHAanus (HE Bce paccMaTpuBaemble Kputepud 3>(hdekTUBHOCTH
(ucxonpl) SIBIAIOTCS BaXKHBIMH, HE BCE MCCIIEIOBaHMUS HMMEIOT BBICOKOE HIIH
YIOBJIETBOPUTEIILHOE  METOJOJOTMYECKOe KayecTBO W/WIM  HUX  BBIBOABI IO
MHTEPECYIOIIUM UCX0J1aM HE SBJISIOTCS COTJIACOBAHHBIMMU )

C Cnabasi pexkomenaanus (OTCYTCTBUE JOKa3aTENbCTB HaJJIeXkallero KaudecTBa (Bce
paccMmarpuBaemMbie KpuTepun dPQGEKTUBHOCTH (MCXOMbBI) SBISIOTCS HEBAKHBIMHU, BCE
UCCJEOBAHUS HMMEIOT HHU3KOE€ METOJIOJIOTMYECKOE KAayeCTBO M HX BBIBOJABI 110
MHTEPECYIOIIMM HCXOaM HE SIBJISIOTCS COIIACOBAHHBIMH )

nOpil,D,OK OOHOBMEeHUA KNUHUYECKNX peKOMeHAaLI,VIVI

MexaHusm OOHOBJIEHUS KIMHAYECKUX PEKOMEH Il perycMaTpuBaeT X
CHUCTEMAaTHUYECKYIO0 aKTyaJIM3allii0 — HE PEKe YeM OJHMH pa3 B TPHU IoJia, a TAKXKE MPU MOSBICHUN
HOBBIX JAHHBIX C TIO3WIIMU JOKAa3aTeIbHOM MEIUIMHBI 110 BOIPOCAM JHAarHOCTHKH, JICUCHUS,
OpOPUIAKTUKH W peadWIMTallMd  KOHKPETHBIX  3a00JIeBaHMM, HAIMYUM O0OOCHOBAHHBIX
JIOTIOTHEeHUI/3aMeuaHuil K panee yreepkaeHHbM KP, Ho He yarmie 1 pasza B 6 mecsiieB.

[Tpunoxxenne A3

CnpaBoyHble MaTepHAJIbl, BKIKYAasl COOTBETCTBHE MOKA3aAHU K PUMEHECHUI0
U IPOTUBONOKA3aHUIA, CIOCO00B NPUMEHEHHS U 103 JICKAPCTBEHHbIX
NpenaparoB, HHCTPYKIUH 110 NPUMEHEHHIO JIEKAPCTBEHHOI' 0 Ipenapara

1. Ilpuxaz Munsnpascoupaszsutus P® N 185 or 22.03.2006 roma "O wmaccoBoM
00ceoBaHUY HOBOPOXKICHHBIX JIETEH Ha HACEACTBEHHBIE 3a00JIeBaHMs ",

2. IIpuka3 MuHucTEpCTBA 31paBOOXPAaHEHUS U COLMANBHOrO pa3Butus PO or 16 anpens 2012
r. N 3661 "O6 yrBepxxaenuu llopsaka okazaHus neguaTpuyeckoi nomomu"

3. Ilpuka3 MunucrepctBa 3xapaBooxpaHeHuss PO "OO yrepxnenun Ilopsaka oxazaHus
MEAMIMHCKON MOMOIIM OOJIbHBIM C BPOXJACHHBIMU U (WJIM) HACJIEICTBEHHBIMH 3a00JI€BaHUSAMU" OT
15 Hos16ps1 2012 1. N 9171

4. Tlocranosnenne IlpaBurensctBa Poccuiickoit deneparuu ot 9 ampens 2015 roga N 333
"O06 yrBepxkaeHuu [IpaBun GopMHUpoBaHUS MEpeUHs CHENUATU3UPOBAHHBIX MIPOAYKTOB JIE4eOHOTO
MUTaHUS 1714 JeTelH-nHBaInI0B"

5. Mudopmarius o JekapcTBEHHBIX cpencTBax: https://grls.rosminzdrav.ru

[Ipumeuanmue.
HymMmeparusi myHKTOB JJaHa B COOTBETCTBUH € OUIIUAIBHBIM TEKCTOM JIOKYMEHTA.

7. MexayHapoHas kiaccudukaiys 00Je3Hel, TpaBM U COCTOSTHUH, BIUSIONINX Ha 3I0POBhE
(MKB-10);

8. Ilpukaz M3 P® or 20 nekabps 2012 r. N 1183n "OO yTBepka€HUH HOMEHKJIATYPHI
JOJDKHOCTEH MEMIIMHCKUX paOOTHUKOB M (hapMalieBTHUECKUX paOOTHUKOB".

9. IMpukaz M3 P® ot 23 uronst 2010 . N 541H. Enunsiii kBanmu(UKanoOHHBIA CITPaBOYHUK
JOJDKHOCTEH  PYKOBOJMTENEH, CHEIUaTUCTOB U CIyXammx, pasznen KsanmupukanmoHHble

27 n3 45


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

KnuHnyeckune pekomergaumm — bonesHb "kneHoBoro cupona” — 2021-2022-2023 (26.11.2021) — YTBepxaeHbl MuH3gpasom PO

XapaKTepUCTUKU JOJKHOCTEH paOOTHUKOB B cpepe 3paBOOXpaHEHHUS.

10. ®enepanbubiii 3akoH oT 25.12.2018 N 489 489-d3 "O BHeceHHH n3MeHEeHUH B cTaThio 40
®denepanpHoro 3akoHa "O0 00s3aTeIPHOM MEIUIIMHCKOM CTpaxoBaHuu B Poccuiickoit denepammm”
u ®enepanbublil 3akoH "OO OCHOBaxX OXpaHbl 370pOBbs IpaxaaH B Poccuiickoit @enepanuu’ mno
BOIPOCaM KJIMHUYECKUX PEeKOMEHaauin" .

11. Ilpuxa3 MunzapaBa Poccuu N 103u ot 28.02.2019 r. "OO yTBepkJIeHUU TOpSAJKA U
CPOKOB pa3pabOTKH KIMHUYECKUX PEKOMEHAAINN, UX epecMOoTpa, TUIOBON (OPMBbI KIMHHUYECKUX
peKoMeHauii U TpeOOBaHUM K X CTPYKTYpE, COCTaBy U HAYIHON 0OOCHOBAHHOCTH, BKIFOYAEMOMN
B KIIMHUYECKHE PeKOMEeH1aluu nHpopMauu'.

12. Ipuka3z Munzapasa Poccun ot 13.10.2017 N 804n "OO yTBEep:KIeHHH HOMEHKIATYPHI
MEJIUIIMHCKUX yCIyr".

13. Ilpuka3 MunuctepcTBa Tpya U counanbHoi 3amuTsl PO ot 27 aBrycta 2019 r. N 5851
"O knaccuUKaUaX W KPUTEPUSAX, UCIHOIb3YEMbIX IMPH OCYIIECTBICHHUH MEIUKO-COIUAIbHON
OKCIIEPTHU3BI TPAXKAAH (elepalbHBIMU TOCYIAPCTBEHHBIMH YUPEKICHUSIMH MEIUKO-COIHABLHOM
AKCIEepPTU3HI";

14. Ilpuka3 MuHHCTEpCTBA 3/1paBOOXPAaHEHUS M COLUAIBHOrO pa3BuUTHs Poccuiickoi
Oeneparn "O MOpsiAKE TPUMEHEHHUS JIEKAPCTBEHHBIX CPEICTB Yy OOJBHBIX IO KU3HEHHBIM
nokazanusM" ot 9 asrycra 2005 r. N 494

15. Wudopmammonnoe mmuchMo Mun3npaBa Poccun 10  BO3MOXHOCTH — 3aKYIKH
JIEKApCTBEHHOTO npenapara o TOProBOMY HaMMEHOBAaHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. IlepeueHs crnienMaIU3UPOBAHHBIX MPOAYKTOB JIEYCOHOTO MUTAHUS JJIsl €TEH-UHBAIN]IOB
Ha 2020 rox, Pacnopspxenne IpaButenscTBa Poccniickoit @enepamuu ot 11 nekabps 2019 roga N
2984-p

OCHOBHble  HOPMaTMBHO-NMpPaBOBble  aKTbl, perynupyrowme  okKasaHue
nannMaTMuBHOM MeAULIMHCKOW NMOMOLLU

1. ®enepanbubiii 3akoH "O BHeceHHM u3MeHeHUW B DenepanbHbiii 3akoH "OO ocHOBax
OoXpaHbl 310poBbs TpakaaH B Poccuiickoit @enepanuu" 1o Bonmpocam OKa3zaHUs MAJUIMATUBHON
meaunuHckor nomoum" ot 06.03.2019 N 18-®3.

2. Ilpuka3 MunsapaBa Poccun N 345H, Muntpyna Poccun ot 31.05.2019 N 372 "O06
YTBEPKACHUM IIOJIOKEHHUS 00 OpraHu3allMy OKa3aHWs MNaJUIMAaTUBHOM MEIWLMHCKON MOMOIIH,
BKJIOUAsl TOPSAJOK B3aUMOJEHCTBUS MEIMLIMHCKMX OpraHM3allMi, OpraHW3aluil COLUAIbHOIO
o0CIyXUBaHUS U OOIIECTBEHHbIX OOBEIUHEHHI, WHBIX HEKOMMEpPUYECKHUX OpraHu3alui,
OCYILECTBIISAIOLINX CBOIO JAESATEIbHOCTD B chepe OXpaHbl 370pOBbs".

3. IIpuxaz Munzapasa Poccun N 3481 ot 31 mas 2019 rona "OO yTBepkA€HUU NEpEYHS
MEAMIMHCKUX W3JEIUHA, NpPEJHAa3HAYEHHBIX Ul TOAJNEPKAHHUS OpraHOB M CHUCTEM OpraHu3Ma
YyeJlIoBeKa, MPeJOCTaBIsAEMBbIX JJIs UCIIOJIB30BaHUS Ha oMY

4. Ilpuxa3z Munznpasa Poccun N 5051 ot 10 mrons 2019 rona "O6 yrBepxkaenuu Ilopsinka
nepefaud  OoT MEAMIIMHCKOW OpraHu3alMd TalueHTy (€ro 3akOHHOMY IpeACTaBUTENIO)
MEIUIUHCKUX W3/eIMH, TpelHa3HAauYeHHBIX I TMOAJepX aHUA (QYHKUMH OpraHoB M CHCTEM
OpraHu3Ma 4eJoBeKa, JJi MCMOJIb30BaHUS HA JAOMY MpPH OKa3aHUM NAITTMATUBHOW MEIHULIMHCKON
nomouu".

5. Ilpukaz M3 P® N 831 ot 3 oktabps 2019 roma "OO6 yTBepkIE€HHH BEIOMCTBEHHOI
1L1eJIeBOM IporpaMMel "Pa3BUTHE CUCTEMBI OKa3aHUs NAITIMAaTUBHOW MEAMIIMHCKON TOMOIIH .

[Tpumep hopMynupoOBKHU AMATHO3A
- bonesns "kieHoBoro cupona. TuamuH-3aBrcuMas popma.
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[Ipunoxenue b

AJITOPUTMBI IeHCTBUI Bpa4ya

[NammenT ¢ DOJOTperMes HA OOMEIHE EIeHOBOTD

CHpONA
AnarnocTHxa
Komcymerarmms
HET Jearsos
mpodETEHOTO .
CIEIRATHCTA E ’
N
AA
Tepamuy B cTAITHOHADE

Jncrancepnoe HaOMOJENNE B TETEMNNe C
| OEPACTHEECKEN KOHIPOTEM B
COEUHATIGHPOEEHEON OTISTeHRE

sddexTamna?
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[Ipunoxenne b1
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[Tpunoxenune B

Nudopmanus 1jis1 nauueHTa
[Tpunoxxenne B1

HNudopmanus 1 naumeHTa

Y10 Takoe "60ne3Hb C 3anaxom KneHoBOro cMmpona Mmo4u" unm nemMumHo3s?

"Bone3ns ¢ 3amaxom KJIEHOBOT'O CUpPOIa MOUYU'" WJIU JIGULIMHO3 — 3TO PEAKOE HACIEACTBEHHOE
3a00JIeBaHKe, P KOTOPOM HapYIIAIOTCS MPOIIECCHI, CBA3aHHBIC ¢ pacuieruieHrneM Oenka. benkw,
O9TO BaXXHas COCTaBJIAOLIAasA 4YaCTb IIMTAHUS. Onn HCOGXOI[I/IMBI AJil poCTa U BOCCTAHOBJICHUA
KJIETOK Hamiero opraHu3ma. UToObl OpraHM3M MOT HCIIOJIb30BaTh OCJIOK W3 TNHIIH, OH JOJDKEH
pacmienuTbess Ha OoJjiee MeENKHE YacTH — aMUHOKHUCIOTHL. Jlamee Onaronmaps crenuaibHBIM
dbepMeHTaM, 3TH aMHHOKHCIOTHI PACXOJYIOTCS Ha BBINOJIHEHHUE OMpENeNIeHHbIX (QyHKUuH. Y
nanreHToM ¢ "OONE3HBIO C 3amaxoM KJIEHOBOro cupoma Mouyu" He pabortaer (epmeHT
JeruaporeHasa aib(da-KeTOKUCIOT ¢ pasBeTBieHHOU 1enbo (BCKD), u3-3a yero opraHusM He
MOXKECT pacliCliuTb aAMHWHOKHCJIOTBI HefIHHH, HSOHGﬁHHH U BaJIMH, B CBA3HM C 4Y€M OHH U HUX
NPOM3BOJIHBIC (OPraHMYECKUE KHUCIIOTHI) HAKAIUIMBAIOTCS B OPraHU3ME, OKa3bIBash TOKCHYECKOE
BOB[[GﬁCTBI/IG. Bricokwnit YPOBCHL ONPCACIICHHBIX OPraHU4YCCKUX KHCJIIOT MOXKET BbI3BATH
HEOOBIYHBIN CITaJKUI 3arax MOYM M T0Ta, OTCIOa U Ha3BaHUE JTAHHOTO 3a0o0JieBaHMs — OOJIE3HB C
3araxoM KJIEHOBOTO CHPOIIa MOYH.

Hapymenre pa®oTbl ¢epMeHTa MOXKET OBITh CBS3aHO C M3MCHCHHUSMH B OJHOM W3 T'CHOB,
BCKDHA, BCKDHB, DBT wmu DLD.

Kak nposiBnsieTca "605e3Hb € 3anaxom KfneHoBOoro cupona moymn™?

OCHOBHBIMU CHUMITOMaMU 3a00JieBaHMs Y JeTell TPYAHOTrO BO3pacTa SBIAIOTCA PE3KOE
yXyALIEeHHEe OOIIEro COCTOSHMSI 4epe3 HECKOJNbKO JHed (wame oT 7-14 nHei) mocie Havana
KOPMJICHHUS I'PYIHBIM MOJIOKOM HJIM MOJIOYHON CMECHIO, BSUIOCTh WJIM MOBBILIEHHAs BO30YANMOCTS,
pBOTa, OTKa3 OT INHIIU. Bo3MOXHBI Takxke Cya0oporu, HapymecHHs CO3HaHHWs, KOMa, CHHIOIIHAA
OKpacka KOXHU (LlMaHO3), HapylleHWe JAbIXaHus (amHo3). Y jeTeil crapuie OAHOro roja
HaOmogaeTcst 3aepKKa MCHUXOMOTOPHOTO PAa3BUTHS, YMCTBEHHAs OTCTAJIOCTh, 3PHUTEMAaTO3HbIE
BBICBHINTAHUS Ha KOXeE, YacTble MH(EKIIMOHHbIE 3a00JI€BaHUs, CYA0POXKHBIH CHHAPOM.

Kak ycTaHaBnuBaroT guarHo3 "6ones3Hb € 3anaxom KIeHOBOro cupona mouun"?

Ha ocHOBaHMM KIMHUYECKMX CUMITOMOB Bpad MOXKET 3al0J03PUTh TUArHo3 U OTIPABUTh
nalMeHTa Ha jabopaTtopHoe oOcnenoBaHue. MeTooM TaHAEMHOW Macc-CIEKTPOMETPUU B KPOBU
OTIPEENAI0T YPOBEHb TAaKUX COEAMHEHUN KaK KapHUTHUH, AllMJIKAPHUTHUHBI U aMHUHOKHCIIOTHI, C
MOMOIIIBI0 METOJIa Ta30BO XpomaTorpauu Macc CIEKTPOMETpUEl — ypOBEHb OPraHMYECKHX
kuciaoT Mouu. [Ipu "Gones3Hu ¢ 3amaxom KJIEHOBOTO cHporia MOYH'" HaOJI0JIaeTCsl MOBBIIIEHUE B
KpOBM KOHIICHTpalMM JIEHIMHA, W30JeHIMHA M BaJWHA. B Moue BBIABIAIOT IOBBILLIEHUE
KOHIIEHTPalluH 2-0KCO-M30KaIlpOHOBOM, 2-TUIPOKCU-U30KATPOHOBOM, 2-0Kc0-3-
METHUJIBAIEPUAHOBOM, 2-OKCO-U30BAJICPUAHOBOM, 2-THAPOKCH-U30BAIEPHAHOBON U 2-TUAPOKCH-3-
METHJIBaJIEpUaHoBOM KucioT. [lanmeHTam ¢ BBISIBICHHBIMU OMOXMMHYECKUMU HW3MEHEHUSMU,
XapaKTepHBIMU JUI "OOJIE3HHU C 3araxoM KJIEHOBOI'O cHpomna MOYH", 1JIsl HOATBEP KICHHs AUarHo3a
MIPOBOJAST MOJIEKYJISIPHO-TEHETUUYECKOE HCCIEAOBAHUE C IIEeNbI0 BBIIBICHHUS MYyTallMM B TeHax
BCKDHA, BCKDHB, DBT unu DLD. O6b14HO 7151 3TOrO MPUMEHSIFOT UCCIIEA0BaHNE C TTIOMOIIIBIO
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TapréTHhIX TCHETUYCCKUX IMaHeeH.

Kak nevar "Gone3Hb ¢ 3anaxom KfieHOBOro cupona mouun"?

OCHOBHOW TPUHIMI Tepanuu "OOJE3HU C 3armaxoM KIEHOBOI'O CHUpona MOYH'" — CHU3HTH
IOCTYIUIEHWE B OpPraHU3M aMMHOKHUCIOT JeWLMHA, W30JICHIMHA, BaJMHA JUIsl MPEeIOTBpAILEHUS
MOBPEXAAIOIIEr0 BO3JECHCTBUSA JIaHHBIX BEUIECTB Ha OpraHu3M. Jlias »3Toro B NOMTaHUU
OrPaHUYMBAETCS] HATypaJIbHbIA OEJIOK, NCKIIFOYAIOTCS MPOIYKTHI C BHICOKMM COJIEpyKaHUEM Oelka,
TaKue Kak MsCo, pbI0Oa, siila, MOJIOYHbBIE POTYKTHI, 0000BbIe U p. Komnencamnus nepumura 6enka
IPOMCXOIUT 3@ CUET UCIIOJIb30BAaHUS CIELUAIN3UPOBAHHBIX CMECel Ha OCHOBE aMHUHOKMCIOT 6€3
JeiliiHa, W30JICHIMHA, BaJMHA, COOTBETCTBYIOIIMX BO3PACTHBIM IOTPEOHOCTSM pebeHKa B
OCHOBHBIX ITUILEBBIX BEIECTBAX U YHEPIUU.

IIpp OTCYTCTBMHM COOTBETCTBYIOIIEW TEpalmuu COCTOSHHE IIAllMEHTa MOXKET PpPE3KO
YXYIIUTBCS, HPUBECTH K Pa3BUTHIO META0OJMYECKOro KpH3a, HEOOpaTHMBIM IOCIIEACTBUSAM
BIUIOTh JI0 JIETAJbHOrO Hcxoja. Meraboianueckuil Kpu3 TakKe MOXKET ObIThb CIPOBOLIMPOBAH
HeOJIaronpusATHBIMUA (hakTopaMH, TAKUMHU KaK HapylIeHHE AUEThbl, IpeHEeOpeKeHNEe Ha3HAYCHUIMU
Bpaya, BUPYCHBIMU M OakTepHaJbHbIMU MHQEKLUUSMHU, CTPECCOBBIMU CUTyallUsIMH, TPaBMaMHU U
XUPYPTUYECKMMU BMELIATEIbCTBAMHU, SMOLMOHAIBHBIMM M (U3WYECKMMU Harpy3kamMu WIH
BO3HUKHYTh Ha (oHe mnojHoro Osarononyuus. [IpenBecTHMKamMM Kpu3a SIBISETCS CHH)KEHUE
HMOIMOHAIBHOTO TOHYCA, BSUIOCTh, COHJIMBOCTH, OTKa3 OT €1bl, MOXKET OBITh PBOTA, BO3MOXKEH
HOIbEM TEMIIEPATYPhl, 0COOEHHO MpH 1e00Te HHPEKIIMOHHOIO 3a00I€BaHusl.

[Ipu nepBbIX cUMIITOMAax METabOIMYECKOTO Kpu3a HE0OXOJUMO CPOYHO TOCIUTAIU3UPOBATH
nalueHTa, 10 Ipue3/ia Bpaya CKOpOoi MOMOLIHM He3aMeAIUTEIbHO HauaTh TEPAUIo Ha JIOMY.

VY nanueHTta npu cebe Bcerna JODKHA HAXOAWUTHCA IMaMATKa C yKa3aHUEM HEOTJIOXKHBIX
MEpONPUATHIA B IEPUO] HAUMHAIOLIET0Cs METa00INYECKOro Kpu3a

Kak HacnepyeTcsa "60ne3Hb ¢ 3anaxom KneHoBOro cupona mo4un"?

"Bone3Hp ¢ 3amaxoMm KJIEHOBOI'O CHpOIa MOYU' HACIIEQYIOTCS MO ayTOCOMHO-PELIECCUBHOMY
TUITY. DTO 3HAYUT, YTO OOJIE3HB MPOSBISIETCA TOJIBKO B TOM cllydae, eciii 00a poJUTeNsl SIBISIOTCS
HOCUTEJSIMU OOJIE3HU M, XOTSI CaMU OHHM He OOJICIOT, MepelaloT peOeHKY JBa MOpPaKEHHbIX T'€Ha.
BonbmmHCTBO cemeil, rae ecTh pebeHOK C 3THM 3a00JeBAaHUEM, HE CTAIKUBAINCH pPaHBIIE C
no00HOM mpobiemoii. Puck moBTOpHOTO poskieHuss 00IBHOrO pedeHKa B CEMbe, TJIe YK€ eCTh
OomnbHBIE AETH, COCTaBIAET 25% Ha KaXIyr0 0epeMEHHOCTb.

Bpatbst u cecTpbl 60JIbHOTO pedeHKa, MOTYT OBITh OOJBHBIMH, JAXKE €CIM Y HUX HA MOMEHT
JTUATHOCTHKU YJIEHOB CEMbU HE OBLJIO CHMIITOMOB. B JaHHOM ciydae HEOOXOAMMO MPOBECTU
JIMAarHOCTHUKY, YTOOBI KaK MOXXHO PaHbIIIe HavyaTh TEPANUIO0 U U30€XKaTh OCIOXKHEHUU. Takke OHU
MOTYT OBITh HOCHTENSIMHU, KaK UX poAuTenu. YTo KacaeTcss OPYrHX 4YICHOB CEMbH, TO UM Ba)KHO
COOOIIUTH, YTO OHU MOTYT OBITh HOCHTEISIMH. JTO 3HAYUT, YTO U Y HUX €CTh PHUCK POXKJICHUS
pebeHKka ¢ JaHHBIM 3a00JICBAaHUEM.

Bce cempu ¢ aTuM 3a0oneBaHMEM JIOJDKHBI 00s3aTE€IBLHO MPONTH MEIMKO-TEHETHYECKOE
KOHCYJBTUPOBAHUE M TONYYUTH MOJTHYIO WH(GOPMAIIMIO OT Bpada-TeHETHKAa O PUCKE MOBTOPHOTO
MIPOSIBJIICHUS TAHHOTO 3a00JIEBaHUSI B CEMBE, OOCYJIUTH CO CTEITUATMCTOM BCE BOMPOCHI, CBI3aHHBIC
c HacienoBaHuem 3abonieBaHusa. B Poccum Memmko-reHeTHYecKre KOHCYJIbTallMM pPadOTalT B
Ka)XJIOM PETHOHE.

C uenpio TpoOBeACHHs MPEHATATFHON U MPEUMIUIAHTAIIMOHHON TUATHOCTHKHU CYIMPYXKECKOM
nape npeaBapuTeIbHO HEOOX0AUMO TPOUTH 00CIIeIOBaHNE HA HOCUTEIHCTBO MYTAIlMid B OJHOM W3
TeHOB, KOTOphle OTBe4aroT 3a jgaHHoe 3aboneBanne BCKDHA, BCKDHB, DBT wumu DLD,
00paTHBIINCH B CIECIHAIM3UPOBAHHBIC JUATHOCTUYECKUE JTAOOPATOPUU U MEIUITMHCKHE IIEHTPHI.
[IpenaranpHas JWArHOCTUKA TMPOBOAMTCS MOJICKYISPHO-TEHETUYECKUMHU METOAAMH, IyTeM
uccnenoBanus JIHK, BeinenenHoi u3 OmonTata BOPCHH XOpHMOHA W/WIIM KJIETOK aMHHUOTHYECKOM
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KUIKOCTH W/WJIH TUTOTHOM KPOBH.

He npunmmaiite xakue-nmubo JiekapcTBa WIM J00aBKH, HE IIOCOBETOBABIIMCH C BAaIINM
BpadoM. KpaiiHe BakHO coOnoaTh BCe PEKOMEHAAIMM Bpadeii, 9TOOBI MAaKCHMAalIbHO H30€XKaTh
pa3BUTHS METa0OIUYECKUX KPU30B.

Kak neuat nauveHTOB B nepuoa Metabonn4yeckoro kpusa?

Crnenyer BpeMEHHO MPEKpaTUTh notpediienne Oenka (Ha 24-48 yacos). [10JHOCTHIO OTMEHUTH
0eI0K HEBO3MOXHO, TaK KaK OpPraHM3M HYXJIAeTCsl B MOCTYIJICHHM OeiKa M, eciau ero Oyxaer
MOCTYNaTh HEJOCTATOUYHO AKTUBUPYIOTCS MPOIECChl KaTaboIu3Ma.

JloMa mipu MepBBIX IpHU3HAKaX 3a00JIeBaHUS, OCOOCHHO KOrJa y peOeHKa CHUKEH alleTUT
(Hampumep, TpU MPOCTYyHE, TPHUMIONOAOOHBIX CHMIITOMAaX, BUPYCHBIX HWH(EKUUAX, IHOOBIX
3a00JI€EBaHUAX, CONPSDKEHHBIX ¢ TemmepaTypoil > 37 °C, TOH3WLIMTE, FACTPOIHTEPUTE) CIIEAYET
HAYaTh TEpPAIUIO MO MPEAOTBPAILEHUIO pa3BUTUs Kpu3a. Ecinu poauten He yBepeHbI B MOSABICHUU
y peOeHKa NEepBBIX MPU3HAKOB MpHOIMKatomerocs 3adosieBanust (OJ€IHOCTh, COHJIUBOCTD,
pa3apaXUTENbHOCTh, IMOTEps AaNNeTHTa, JUXOpajKa, TOoJOBHas 00ib, JIoMOTa U o0mias Ooib,
Kallesb, 00JIb B TOpJI€ WM YIIaX), TO B KA4Y€CTBE MEPhI MPEAOCTOPOKHOCTH PEOCHKY CIIEAYET 1aTh
BBIMUTH PacTBOpP OAUH pa3. CaMbIMH paHHUMH MpHU3HAKaMU OOBIYHO SIBJISIOTCS HE3HAUUTEIbHbBIC
U3MEHEHHs B TOBEJCHUU, KOTOpble OOBIYHO JIETKO 3aMmeyaroT pojauTenu. Ecmu pebeHok
OTHOCHTEJIBHO 3JI0POB U y HETO HET PBOTHI, @ TOJIBKO CIA00OCTh M HEOOJbIAS COHIMBOCTH MOYKHO
MOUThH €r0 Yepe3 pOT PACTBOPOM IMOJIMMEPA IIIFOKO3bI YaCThIMU APOOHBIMH HOpIsaMH (Tabmuna 1).
TouHBI pelenT/KOHIEHTPANS TOJMMEPA TIIFOKO3bI, PEKOMEHIOBAHHAS I KaXKIOro peOeHKa,
OTIIMYAETCs, HYKHO Y3HATh Y JIeYallero Bpaya 4YTO HMEHHO IMOAXOJUT BalieMy peOeHKY.
HekoTopbiM J1eTsIM HE HPaBUTCS BKYC IOJIMMEpa TIIFOKO3bI, U OHU TPEATOYUTAIOT HAIUTKH,
KOTOpBIE€ MPOJAIOTCS B CylepMapKeTax, HO KOHIEHTPALUU YIJIEBOJOB B TAKUX HAIMUTKAX HIDKE.
[TokyrmaeMble HAMHUTKU HYXHO MPUMEHSITH C OCTOPOKHOCTBHIO. HU3KOKaOpWUHBIC HAIUTKH,
HanUTKU Oe3 100aBleHUsl caxapa CoAepKaT OYeHb Malo MM BOBCE HE COJAEpKAT YIIeBOJOB,
MIOATOMY UX HE CIIEYEeT UCTIOIh30BATh.

Ecnu y pebeHka mocTossHHas pBOTa MU €My HE CTAHOBUTCS Jydllle, POJTUTENSIM CIEAyeT
He3aMeUINTEIbHO 00paTUTHCS B OOJIBHUILY 1T 00CIe0BaHNUS.

Bpauam ckopoii moMommM HEOOXOAMMO TepelaTh BBIMUCKY C  3aKIIOYEHHEM U
PEKOMEH/TAIUSIMA Bpaya 0 TePariy B IEPHO]] METa00INISCKOT0 KpH3a.

PoputenssMm HyXHO B3sTh C cO0O B OONBHUIly BCIO HH(OpMaNHIO 00 HCMOJIB30BaHHBIX
pacTBOpax M )KeIaTeIbHO CaMU PACTBOPHI.

Kakon Hy>XHO NpoBOAUTb MOHUTOPUHI AN NauUeHTOB C 6ONe3HbI0 C 3anaxom
KJSIeHOBOro cupona moumn™?

HeoOxonuM MynbTUIMCHUIUIMHAPHBIA MOAXOJ K HaOJMIOJEHMIO W JICYEHUIO MAllMEHTOB C
00JIe3HBIO C 3aMaxoM KJIEHOBOIO cupona MoYM" CHENUaTUCTaMU Pa3HbIX MpOoQuiIeld ¢ LeNbio
o0ecrieyeHrs] KOMIUIEKCHON Tepaliuu U CBOEBPEMEHHOH ee KOppEeKLUU MpH HeoOXoaumocTH. Jlis
NalMeHTOB C 0OJie3Hb C 3alaxoM KJIEHOBOTO CHpona Mouu" HEOOXOAUMBI PperyispHbIe
oOcnenoBanus. B Tabnune 1 nmpuBeaeH NPUMEPHBIN epedeHb U PeryIsIpHOCTb UCCIIeI0BaHUi, HO B
KaXJIOM CJTy4ae BbI JOJDKHBI COTJIACOBBIBATH IJIaH OOCIIEAOBAHHS CO CBOMM JIeUallliM BpadyoM.

Tabnuua 1 PerynsipHocTs 00cneoBanuii mpu 60J€3HH € 3a11aXOM KJIEHOBOTO CHpora Moy

Hccnenosanue WuTtepnain

Koppekuust nuerorepanuu (MpoBOIAT Bpayu-|c yacTtoTod 1 p/mMec Ha 1 roay xu3Hu, naiee 1
TeHETUKHU WU BPAauU-AHETOJIOTH) p/3 Mec u mo mokazanusM 10 3 setr; 1 p 6 mec
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nocie 3 JeT

VYIIbTpa3ByKOBOE UCCIICIOBAaHHE
OpraHoB OPIOIIHON MOJIOCTH

(V3H)

KpatHOoCTp 1pH OTCYTCTBUM H3MEHEHUN — HE
pexe 1 pa3a B roja, mpu Haau4uM NATOJOTUU
MIEYEHU — 10 NTOKa3aHUSIM.

Onexrposuuedanorpapus (331)

ITpu oTcyTCTBUM NPUCTYIIOB — HE peke 1 pasza B
roJ, IpY HAJIUYUHU SIHICHTUYECKUX IPUCTYIIOB
— 110 TIOKA3aHUsIM.

buoxumnueckuit
o0mieTepaneBTHYCCKHIA

aHaJInu3 KpOBHU

KaxJple 6 MecdleB ManueHTam 1o 6 Jer,
KaxkJible 6-12 mecseB naiuueHTam crapiie 6 Jer.
Ho B mepuo nHPEKIIMOHHBIX 3a00ICBaHUM, TPU
yrpo3e MeTaboJMYecKoro Kpusza — He pexe |
paza B 7-10 queit.

OO0t (KTMHUYECKUI) aHaJIN3 KPOBH

KaKaple 6 MecsaleB ManueHTam Ao 6 JierT,
KaKJible 6-12 MecsIeB nanueHTam crapiie 6 Jer.
Ho B nepuon nH@eKmoHHbIX 3a00J€BaHUM, TPU
yrpo3e MeTabOoJUYecKOTO Kpu3a — He pexe |
paza B 7-10 gHe.

KommiekcHoe — ompeznencHue  KOHIEHTPALUU
aMMHOKHUCIIOT U aIWJIKAPHUTUHOB B KPOBH
METOJIOM  TaHJIEMHOM Macc-CIEKTPOMETPUH

KpaTHOoCTh TIpOBEICHHSI aHATM30B OTPEIICIISICTCS
cocrosinueM pebOenka (B cpemneM — 1 pa3 B 3
Mec), HO B nepuos UHPEKIIMOHHBIX

KOMIIJICKCHOC OIIpCACIICHUC COACPIKAaHUA
OpPraHn4€CKuUX KUCJIOT B MOYC

3a0oyieBaHUH, TpPU Yrpo3e MeETadOoINYEecKOro
Kpu3a — He pexxe | pa3a B 7-10 gHeil.

Kak naumeHTbl nony4aroT nevyeHue B Poccunckon depepaummn?

"bonesHp ¢ 3armaxoM KJIEHOBOI'O CHpONa MOYU' OTHOCUTCS K YMCILY PEAKUX HACJIECACTBEHHBIX
Oosne3Hell oOMeHa BEUIECTB M BXOJUT B NEpeyeHb peakux (opdaHHbIX) 3a00jeBaHUil, JeueHue
KOTOPBIX MPOBOJUTCS 3a CUET CPENICTB perHoHalbHOro OrokeTa. [locne ycTaHoBieHHE aAMarHosa
HE0OXOUMO BKIJIIOUYEHHE MAlleHTa B PETMOHAJIBHBIM CErMEHT PErucTpa IO >KU3HEYTPOKAIOLUIUM
penkuMm (opdaHHBIM) 3a00JIeBaHUAM, C LIETbI0 JajdbHEHIIero obecrneyeHus HEoOXOIUMBIM
Je4eOHBIM MUTAaHUEM M JIEKApCTBEHHBIMU MpernaparaMu. B pa3sHbIX pernoHax 3a BeJ€HHE PETUCTpa
OTBEYAIOT pa3HblE CIELMAJIUCTBI, HO 4Yallle BCEro 3TO BpPAaYU-TEHETHKH, II0ITOMY IIOCIE
YCTaHOBJICHMSI IMAarH03a 0053aTeNIbHO HY)KHO OOPAaTUThCS K PETHOHAIbHOMY Bpauy I€HETHKY.

Kak Moryt nomoraTs pojHbie 1 Oin3kue?

He 3a0sbiBaiite OT CEeMbU TaKkKe 3aBUCUT ycmex JiedeHus. HyxHo coOmonatsh
PEKOMEHIallMM, HU TNpU KaKUX YCIOBHUSAX HE JOIYCKaTh '"CpbIBOB" B JMETOTEpANUH, CIEIYET
yJIenATh BHUMaHUE PeaOMINTALMHU U IIJIaHOBBIM 00CieIoBaHUIM. Bce uieHbl ceMbU 10JIKHBI 3HATD,
YTO peOEHOK HYKIAeTcsl B 0COOOM MUTAaHUM M OJU3KHE POJICTBEHHUKH JIOJIKHBI OCBOMTH HABBIKU
pacuera JIHUETHI.

Popurenu namnuenta ¢ "OoJie3HBIO € 3allaxOM KJIEHOBOT'O CHpoOIa Mo4uu'", a B JajbHEHIIEeM U
caM TaIMeHT JOJKHBI ObITh 00YUEHBI MpaBUIaM OPTaHU3AIMH TEPAUMHA B MEKITPUCTYITHBINA TEPHOJT
U B IIEpUOJ1 YTPO3bl METAO0INYECKOTO KpH3a.

VY pebenka mpu cebe Bcerjga JOHKHA HAaXOMUTHhCS MaMsATKa C YKa3aHHUEM HEOTJIOKHBIX
MEPONPUITHIA B IEPHO]] HAUMHAIOLIETOCsI METa0O0JINYECKOT0 KpH3a.

ITporuo3 3aBucut ot opmbl 3a00sieBanus U Tepanuu. [Ipu cBoeBpeMeHHOM Hayaje JeUeHUs
MPOTHO3, KaK MpPaBWIO, OnaronmpusTHbIN. JlueTy OonMbHOMY HEOOXOAMMO COOJIIOJAaTh B TCUCHUH
BCEM KU3HMU.
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[Tpunoxenne B2
IIpumep "IKCTpeHHOH NAMATKHA"

DKCTpeHHasi maMsTKa

Baumanme! HaI_II/IeHT Yrpoxacm 110 pa3BUTHIO OCTPOro MeTa00INYECKOr0 Kpu3sa, CBA3aHHOI'O
C HACJICACTBCHHBIM 3a00JIeBaHUEM.

1. Mpn3HakKu geKkoMneHcauum:

- YTHETCHHUE CO3HAHUS,

- BSJIOCTD, ¢l1a00CTh, COHIIMBOCTE;

- TIOSIBJICHHE WJIM YCHIJICHUE CYI0POT;

- 0ECIIOKOIHOE MMOBEIEHHUE, IIJIaKCUBOCTh;
- CIAKOBATHIM 3aax MOYH/TENa;

- UI3MEHEHHE MBIIIICYHOT'O TOHYCA.

2. NMNokasaHuna K rocnuTanusauvm:

- IPU3HAKH JCKOMITCHCAIIH;
- MHOTOKpaTHast pBOTA, JHapes;

- HH(EKIUHU ¢ BHICOKOM JIMXOPaIKOii;
- 00€3BOKHUBAaHHE.

3. MNnaH pencrTBuUA:

[Tpu nogo3peHnn Ha MeTabOINYECKUN KPH3:

3.1. CyrouHas KaIOpUHHOCTH palrioHa yBenuanBaercs Ha 25-50%.

3.2. VYBemnuenue Oenka Ha 120% oOT OOBIYHOH HOPMBI 32 CUYET MCIOJIB30BaHUS
CHELMATU3UPOBAHHBIX CMECEH Ha OCHOBE aMHHOKHUCIIOT HE COACPKAIINX JICHIUH.

3.3. OrpanuunTth nocrymsieHue Jeinuaa Ha 50% win yopaTh MOJHOCTBIO B 3aBUCUMOCTH OT
CTENEHH MPOSIBJIICHNS CUMIITOMOB Ha 24-48 u.

3.4. oGecrieunTh YacThle KOPMIICHUSI HEOOIBIIMMU MOPLUAMH B TeUeHUE 24 4acoB.

3.5. Ilpm HaxoXJeHMHM TNAaIMeHTa JO0Ma, YBEIMYWUTh HOTpPeOJeHUEe YIJIEBOJOB s
BOCTIOJIHEHUSI KaJOPUHHOCTH 3a CYET pacTBOpa JEKCTPO3bI™* MM MalbTOAEKCTpUHA (MpH X
OTCYTCTBHUH — CJIAJIKUN KOMIIOT, KUCEb)

Tabn N 1 CooTBeTcTBHE MEXIY BO3pacTOM peOeHKa M 1030 JAEKCTPO3bl I SHTEPAbHOTO
MPUMEHEHHUS [IPU [10103PEHNHN Ha META00IMUECKUH KpHU3.

[24]
BO3pacT P-p nexcrpo3sst (%) | Hoza mu/kr/a | J{o3a mi/kr/cyT DHeprus
KKaJI/KT/CyT
0-6 mec. 15 1,7 183 110
6-12 mec. 15 7,0 168 100
1-3r. 20 4,5 110 90
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3-6 1. 25 3,3 80 80
6-12 1. 25 2,6 65 65
Wnu 6-12 1. 30 2,25 54 65
12-15 ner 30 1,8 42 50
> 15 ner 30 1,6 38 45

<*> O0muii 06beM paznensercs Ha 12 mpueMoB U BBOJUTCS Kaxable 2 yaca.

Bospacrt (et) % MaNbTOACKCTPUHA kkai/100 O6beM (Mi1) B ICHD Yepes
pot

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

1-2 15 60 100 ma/kr

2-6 20 80 1200-1500 mi B cyTKH
6-10 20 80 1500-2000 mi B cyTKH
Crapue 10 25 100 2000-2500 mu1 B cyTKH

3.6. HpI/I HCEBO3MOXHOCTHU OCYHICCTBJIATH, IMOAACPIKUBATL II€POPAJIBHOC KOPMIICHHUC,
YCTAaHOBUTH HaSOFaCTpaHLHBIfI 30HA.

3.7. Ilpu rocmnuTanu3anuy B CTallMOHAp, HadaTh HENpepbIBHYO HHDy3uo p-pom 10%
JEKCTPO3bI** U3 pacuera: HOBOPOXKJIEHHbIE U neTH 10 3-X ser 10-12 mr/kr/mus, ot 3 no 10 net 8-
10 mr/kr/mun, crapme 10 get 5-8 Mr/kr/Mux

3.8. KoHTposabs aHaIM30B:

- KIIC, >51eKTpoanTsl, aMMOHU M

- 00mIMit aHAIM3 KPOBU

- OIpe/ieieHne KETOHOBBIX TeJl B MOYe

- ouoxumuueckuit ananm3 kpoBu (KOK, AJIT, ACT, rmoko3a, 6umnupyOuH oOII, MpsIMON,
moueBuHa, kpeatunuH, [ T'T, D, o6muii 6enok, ans0ymuH, C-po, Kanuii, HaTpHii, KaabIUil, XJI0P)

- CITIEKTP aMUHOKHCIIOT U aI[MJIKAPHUTHHOB

4. BeaeHue naumeHTa nocrne HeOTNOXHOWN CUTyaLUu:

[IpogomxuTh BBEAEHUE ACKCTPO3bI A0 CTAOMIM3AIMHA COCTOSIHHSI, TIOJI KOHTPOJEM TIIFOKO3BI
kposH, KII[C, ypoBH# neiiiinHa, BaJinHa, U30JEHIIMHA B KPOBH

[Ipy KynupoBaHUU CHMIITOMOB META0OIMYECKOW JEKOMIICHCAIIMU, CHUKCHHHM 3HAYCHUU
newnaa 10 200 Mmonw/n y nerei miaame S jet, u 300 MMOJIB/T y IeTel cTapiie 5 JIeT, BeICHHE
MPOJYKTOB COJEPKAIINX HATypalbHBINA OeloK U3 pacuera 1/4 HeoOXOIUMOTO CYyTOYHOTO 00beMa B
NIepBBId JIeHb, 1/2 — Ha 2-3-if neHb, 3/4 — Ha 3-4-1 1eHb, jajee B MOJTHOM 00bheMe
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[Tpunoxenune I'l-I'N

I kanbl OLCHKH, BOIPOCHUKH U IPYTHEC OLICHOYHBIC HHCTPYMCHTBI COCTOAHUSA
NAIMECHTA, IPUBECACHHDbIC B KIIMHUYCCKHUX PCKOMCHAAIUAX

[Ipunoxenune I'1

Cxema MeTa00JIM4eCKHX NMPOLECCOB, MPUBOAAIIMX K PA3BUTHIO 00JI€3HU
""KJIEHOBOT'O cupona’’

TpancamuntpoRa e
' 1 L4
AR mmul.;e;;i'm m;:epwmmm
ranpoross KHCNOTE KICNoTa
RCNCTa

Permaporesasveil KOMNNEXE KETORICNOT CPaBETENEHHON Uenuo (BCKAD) C::

T

Auerin-KoA+
BUETOBLETAT

E}: 1

AlpTin-KoA+
npomuoHin-KoA

:

Cywaginmn-

Koh

[Tpumeuanue: udpoit "1" o6o3HaUeH METAOOTUIESCKUN OJIOK.

YnydweHHyto BEPCTKY oT http://disuria.ru npegctaenseT anteka "CemenHas" https://anteka-omck.pd

Kogaxop-

THEBMHH
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[Tpunoxenue 2

HOle)I (l)l/l3l/IOJIOFI/I‘IeCKOﬁ HOTpeﬁHOCTI/I B OCHOBHBIX IIHIIIEBBIX BCIICCTBAX N

IHEPTUN NJIA 3T0POBbIX I[ETeﬁ

Ta6bnuua 1 — PekomeHayemass HOpMa CYTOYHOro noTpeGneHusi npyu G6ornesHu
KreHoBoro cupona

(PB. Acosta: Nutrition Management of Patients with

Disorders, Jones & Barlett Publishers, 2010)

inherited Metabolic

Bo3spacr N3onelinun Jleninuu Banun benox | Kanopuiinocr | XKunkoctu
MAIMEHTOB MTI/KT MI/KT MI/KT (obmr.) b Kkan/kr MUIT/KT
/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 rona 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
<*> MyX4YHHBI 1 KCHIIMHBI BHE TIepro/ia 0EpeMEHHOCTH U JIAKTAIIH.
Tabnuua 2 MwuHumanbHbIM Ge3onacHbIM  ypoBeHb Oenka cornacHo
FAO/WHO/UNU 2007 B 3aBUCMMOCTM OT BO3pacTa.
Bospacr r/Kr/cyT
Mnazenist (mec.)
1 1,77
2 1,5
3 1,36
4 1,24
Heru (.)
0,5 1,31
1 1,14
15 1,03
2 0,97
3 0,90
4-6 0,86-0,89
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7-10 0,91-0,92

[ToapocTkw (T.)

11-16 0,88-0,92

B3pocnsie (T.)

Crapmie 16 0,84-0,87
Ta6bnuua N 3

PekomeHgyemas cyToyHasi HOpMa nuUTaTeNbHbIX BeLecTB ANSA MNauMeHTOB C
BKC B ocTpbiii U 6eccuMnToOMHbIN NepuoA (CBoAHbIe AaHHble) [37].

Octpslii beccumnTomHbIi epruoa
nepuos

DHeprus (KKaJ/Kr) 120-140 100-120

Kupst (% ot sHEprUN) 40-50% Hopwma nist 3mopoBoro HaceneHus

benoxk (T/kr) 3-4 2-3,5

JlewituH (MT/KT) 0 40-100

N3onetinun (Mr/kr) 80-120 30-95

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

Ta6bnuua 4 CpegHecyTOYHble HOPMbI (PU3MONOrMYecKMX noTpedbHOCTEN B
3Hepruu ana geten cornacHo FAO/WHO/UNU 2001 (WHO Technical Report Series
17-24 okt 2001)

Bo3spacr (mec.)

OHeprus (KKaJl/KT) MyX.

OHeprus (KKaJl/Kr) KeH

0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (1.)

1-2 82,4 80,1
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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

[Tpunoxenue '3

Pacuer nuTaHusA, XMMUYECKUH COCTAB U JHEPreTnyecKasi EeHHOCTH /IS JIeTeil ¢
00J/1e3HBI0 "'"KJIEHOBOTO cupona'

Ta6nuua 1 CneumanusuMpoBaHHble NPOAYKTbl HA OCHOBE aMMHOKMCIOT 6e3
nevuuHa, n3onenumHa v BanuHa <1>.

<1> Bce npoayKThl 3apeTUCTpUPOBaHbl Ha TeppuTOopuun PO.

Haumenosanue nponykra | bemok | JKup,r | YraeBonsl, r | DHeprernuec Bospacr

(3kxB.) T Kast IIPUMEHEHUS

LIEHHOCTb,
KKaJ

Hytpuren 14 14 23 50,4 470 orOmo1r.
-val, -ile, -leu****
Hytpuren 20 20 18 50,3 443 crapuie 1 r.
-val, -ile, -leu****
Hytpuren 40 40 13,1 31,3 401 crapuie 1 r.
-val, -ile, -leu****
Hyrpuren 70 70 0 3,9 296 crapie 1 rona
-val, -ile, -leu****
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MSUD 13,1 23 498 466 orOmolr.

Anamixinfant****

MSUD 25 <05 51 309 crapiie 1 r.

Maxamaid****

MSUD 39 <05 34 297 crapiie 1 r.

Maxamum****

2 Prima'**** 1-8 ser

« Milupa® pMsup 70 0 4,1 296 Hetn

2 Secunda"**** 8-15 ner

" Milupa® MSUD 70 0 42 297 MMAIMEHTHI

3 Advanta"**** crapue 15 ner,
B3pOCIIbIC
BKJIIOYas
OCpEeMEHHBIX

- Cofep)KaHWE JICHIIMHA B HATYPaIbHBIX MPOAYKTaX OTIMYAETCS BapUaOCIbHOCTHIO.
PexkomeHtyeTcsi 1M0JIb30BaThCsSl OJHUMH CIPABOYHBIMH MaTepHajaMd 0 XHMHYECKOMY COCTaBY
HPOIYKTOB, TAK KaK B Pa3HBIX CIIPABOYHUKAX JAHHBIC MOTYT OTJIHYATHCS;

- JUIA OOJIErYeHHsI PacyeToB JICHIIMHA B MIPOAYKTAaX II€JECO00pa3HO MPUMEHATh CTAHIapPTHBIC
TAOJHIIBI, COJAEPIKAIME IaHHBIE O KOJMYECTBE MPOAYKTa, COOTBETCTBYMomIero 50 Mr JeinuHa
(Tabm. 4).

Ta6bnuua 2 - OpUEeHTUPOBOYHOE KOJIMYECTBO HEKOTOPbIX MNPOAYKTOB,
cooTBeTcTBYLOLWEee 50 Mr nenuymnHa

[IponykTsl KonunuectBo benoxk (r) Jleitua (Mr)
Koposbe Mos10K0 15 mn 0,5 50
Kaprodens 60r 1,0 55
Puc 25r 0,6 47
Bbpokkonu 45 1,4 51
Iouaar 20r 0,4 54
Bananst 55T 0,7 53

[Ipunoxenne I'4
Pacuer auersl. [Ipumepst
Mpumep N 1
Bo3spacr 3 mec, macca tena 5,9 kr.

VYpogens neiinuHa ceiBOpoTKH 1700 MMOITB/ 1T

41 n3 45


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

KnuHnyeckune pekomergaumm — bonesHb "kneHoBoro cupona” — 2021-2022-2023 (26.11.2021) — YTBepxaeHbl MuH3gpasom PO

1. [TorpebHnocTh Genka: 2,5 r/kr Beca = 2,5 x 5,9 = 14,75 r Jleitnuna: 40-100 mr/kr Beca, HO
TaK KaK ypOBCHb JICUIIMHA CHIBOPOTKH IMOBBIIIEH, CIEYET YCTAHOBUTH 0OJiee HU3KOE MOTpEOICHHE
nernuHa — 40 mr/kr Beca =40 x 5,9 =236 mr.

MOTPEOHOCTH B DHEPTHH HE MEHEe 95 KKaJ/KT.

2. 1-i sram: HeoOXoauMasi HOpMa MoTpebeHus aeiaa 236 Mr/cyT, TpyJAHOE MOJIOKO WJIH
a/IalITUPOBAHHAsI MOJIOYHAsI CMECh COJEPKUT mpumMepHo 1,2 r 6enka B 100 M1, 9TO COOTBETCTBYET
124,8 mr neiuHa (B 1 © 6eKa MOJIOYHBIX TPOAYKTOB coaepkutcs 104 mr neinnna). ExxenHeBHBIH
00BEeM IpyTHOTO MOJIOKA WJIM aIalITHPOBAHHOM MOJIOYHON cMecH OyleT paBeH:

124,8 mr — 100 mMa

236 Mr — X mi

X =236 x 100/ 124,8 = 190 (189,1) M rpyaHOTO MOJIOKA WJIM aIallTUPOBAHHON MOJIOYHOMU
CMECH.

3. 2-1 sTam: exeaHeBHOE obiee nmorpediaenue 6enka 14,75 r, COOTBETCTBEHHO 00beM Oenka B
190 M rpyIHOTO MOJIOKA MM aJaTUPOBAHHONW MOJIOUHOM CMECU COCTAaBUT:

1,21 — 100 M

X1 —190 mn

X=12x190/100=2.28T1

CooTBeTCTBEHHO, U3 creluanu3upoBaHHon jgededHoi cmecu MSUD AnamixInfant peGenox
JoJokeH nonyuutsb 14,75 1 —2,28 r = 12,47 1 6enka (O€JIKOBOrO SIKBUBAJICHTA).

4. 3-i1 aTtam: ecnu crnenuanu3upoBaHHas JedeOHas cmech MSUD  AnamixInfant npu
CTaHJIAPTHOM Pa3BEJCHUM COJCPKUT 2 T OeskoBoro skBuBasieHTa B 100 MiI, TO ee HEOOXOAMMBIH
o0Bem:

21— 100 mn

12,47 T — X MII

X =12,47x 100 /2 =623,5 mx cnenuanuzupoBanHoi ieueonoit cmecu MSUD AnamixInfant.

Taomuma 1
XUMUYECKUI cOCTaB pallioHa pebeHKa 3-X MeCAIEB C JIEHIIUHO30M:

MPOIYKTHI KonnuectBo | benkur | Kupsir | YrmeBoasl r KKaJl
MII
I'pyanoe monoko 190 2,28 6,8 13,3 127,3
Crenmnanu3upoBaHHas cMech | 624 12,47 22,0 46 431
(MSUD AnamixInfant)
Bcero 814 14,75 28,8 59,3 558,3
Ha kr maccel Tena 2,5 49 10 95

5. Iloxy4eHHOE KOJIMYECTBO IPYIHOTO MOJIOKA U CMECH CIIEAYeT PaBHOMEPHO paclpeieiInTh
Ha 6 KopmieHMH. J[Js1 BOCIIONHEHUS SHEPreTHYecKoil MOTpeOHOCTH pebeHKa BO3MOXKHO
ucnons3oBath TiOko3y (10 r = 100 mn 10% pactBopa = 40 kkam) i pa3BencHUS
CHEHUATU3UPOBAHHON cMecH WM 100aBiATh ManbToaeKkcTpuH (10 r B cyTku = 40 KkaJl) B TOTOBYIO
K yHOTpeOJIEHNI0 CMECh, PABHOMEPHO paclpesieNuB ero Mexay kopmieHusMu. [Ipu 6-tu pazoBom
KOPMJICHHU U TMpPUMEpHO 1,5 © MalbTOAEKCTpUHA B KaXJ0€ KOPMJIEHHE * — B 3aBHCUMOCTH OT
KOHIEHTPAallud aMUHOKHUCIOT B MmiuazMe kpoBu (TMC) Bo3MOXHa KOpPPEKIUS KOHUEHTpaluu
M30JIEWLIMHA U BaJIMHA.
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Mpumep N 2
Bo3spacr 4 mec, macca Tena 6,5 Kr.

VYpogens neinuHa ceiBOpOoTKH 1800 MMOIIB/IT

1. ITotpebHOCTH Oenka: 2,5 r/kr = 2,5 x 6 = 15 t Jlefinuna: 40-100 mr/kr Beca, HO TaK Kak
YpOBEHB JIEHIIMHA CHIBOPOTKHU MOBBILICH, CJEAYET YCTAHOBUThH 00Jiee HU3KOE MOTpedieHne JelinHa
— 40 mr/kr =40 x 6 =240 mr.

[ToTpeOHOCTD B SHEPTHH HE MEHEE 85 KKaJI/KT.

2. 1-i1 aram: HeoOxomuMasi HOpMa MOTpedsieHus neinuaa 240 Mr/CyT, TPyIHOE MOJIOKO WU
aJaNTUPOBAHHASI MOJIOYHAsA CMECh coJlepKUT npumMepHo 1,2 r Genka B 100 My, YTO COOTBETCTBYET
124,8 mr neinuaa (B 1 T 6eika MOJIOYHBIX MPOAYKTOB conepkutcs 104 mr neinuna). ExxenHeBHBIN
00BEM IpyTHOTO MOJIOKA WJIM aJJalTUPOBAHHONW MOJIOUHOM cMecu OyJeT paBeH:

124,8 mr — 100 M

240 Mr — x mi

X =236x100/124,8 = 192 M1 TpyJHOTO MOJIOKA WJIM alaITHPOBAHHONW MOJIOYHON CMECH.

3. 2-ii oTam: exeaHeBHoe olmiee nmorpebdieHue Oenka 15 r, cOOTBETCTBEHHO 00beM Oelika B
192 M rpyIHOTO MOJIOKA WM aJalTUPOBAHHONW MOJIOUHOM CMECH COCTAaBUT:

1,21 — 100 M

Xr—192 mn

X=12x190/100=23r

CooTBeTCTBEHHO, U3 creluann3upoBaHHon jgededHoi cmecu MSUD AnamixInfant peGenox
JOJKeH nonyuuth 151 —2,3 r=12,7 r 6enka (0eJIKOBOrO SKBUBAJICHTA).

4. 3-i1 oTam: eciau CHelUaTu3upOBaHHAs JieueOHAsh CMECh IpPU CTAaHIAPTHOM pa3BelCHUU
conepxkut 1,8 r 6enmkoBoro 3kBuBaieHTa B 100 mMi1, TO €€ HEOOXOUMEBIN 00BEM:

1,8 T— 100 M

12,7 1 — X MII

X =12,7x 100/ 1,8 = 705 mn crneruanu3upoBanHoi ieueOHoi cmecu Hytpuren 14 — -leu, -
ile -val.

Tabmmia 2.

XUMUYECKUI cOCTaB pallioHa pebeHKa 4-X MecsIEeB C JIEHITHHO30M:

MPOIYKTHI KonnuectBo | benkur | Kupsir | YrmeBoasl r KKall
MIT
I'pyanoe monoko 192 2,3 7,0 13,4 129
Crenmanu3upoBaHHas cMeck | 705 12,7 21,2 46,5 437
Hytpuren 14 — -leu, -ile -val.
Bcero 897 15 28,2 60 566
Ha xr macceI Tena 25 4.7 10 94

Koppekuuu sHepreTiyeckoi IIeHHOCTH pallioHa He TpedyeTcsl.
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Mpumep N 3
Pebenok 3-x net, Macca tena 14 kr

1. ITepenocumocTs JsieiinuHa — 40 MI/KT, 9TO COOTBETCTBYET 560 MT JICHIIMHA B CYyTKH.

Cyrounas Hopma notpebienus 6enka 1,5 r/kr — 21 1.

2. B cpennem B 1 rpamme HatypanbHOro Oenka comepxkutcs 70 mr aeiuua. 560 / 70 = 8 r
HaTypaJIbHOTO OeJKa.

3. CoOTBETCTBEHHO, KOJIMYECTBO OEIIKOBOIO 3KBUBAJICHTA CHEIMATU3UPOBAHHON cMmecu: 21 —
8=13r.

4. DHEpProueHHOCTh CyTOYHOTO panrona nutanus 80 x 14= 1120 kkan.

5. Jns pacuera CyTOYHOrO palydoHa W KOJMYECTBA HATYpPaIbHBIX MPOJYKTOB MOXHO
ucnonp3oBath Tabmuny 2 [lpunoxkenust ['3 (mpuBenmeHa B KauecTBE MpUMeEpa) U aHAJIOTUYHbBIC
TaOIUIIBI C JAHHBIMU 110 COACPKAHUIO JICHIIMHA B MPOJTYKTAX.

ITpunoxenune I'S

PeKOMeHIlyeMOQ CoAcCpKaHne aMUHOKHUCJIOT B IIJIa3ME€ KPOBH

AMUHOKHCIIOTA MMOJTB/JT MT/ 131 Hopwma (MMomb/m)
B (370007051 100-300 <*> 1.3-3.9 50-215
BaJINH 200-400 2.3-4.6 85-200
W30JICHIIHH 100-300 1.3-3.9 5-90

<*> PexomeHayemasi MaKCUMallbHas KOHIIEHTpalus B KpoBu cocTaBisieT 200 MKMONb/I AJis
MJaAeHIeB U AeTeit muaiie S aet u 300 MKMOJIB/JT 1S AeTeH cTapiie S JeT.

[Ipunoxenne I'6

Pa30poc KOHIeHTPaUMii AMUHOKHUCJIOT € PA3BETBJIEHHOM LENbIO B IIa3Me
KPOBH YCJOBHO 310POBbIX U MAalMEHTOB 1eTCKOro sospacra ¢ BKC

Pa3bpoc koHIEHTpanuii aMUHOKUCIOT C Pa3BETBICHHOW IEMbIO B TUIa3Me€ KPOBH YCIOBHO
3I0POBBIX U MAIMEHTOB AeTCKOro Bo3pacta ¢ bKC

AMMHOKHUCII0TA, MKMOJIB/JT YcnoBHo 310poBbie | [TaniueHTsI ¢ 601€3HBI0
IETU "KJieHoBoro cuporna"
W3oneiinun 26-91 200-12000
Jlewun 48-160 500-5000
Banun 86-190 500-1800
Anmou3oneinun 0-5 72-220
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[Tpunoxenue I'7

PacungpoBka npumMeyanui
™ — mpemapaT BXOIUT B TlepedeHb KM3HEHHO HEOOXOIUMBIX M BAKHEHIINX JTeKapCTBEHHBIX
npenaparoB (Pacnopsokenue IlpaButensctBa PO ot 12.10.2019 N 2406-p "OO6 yTBepKIeHHUH
NepevHs >KU3HEHHO HEOOXOIMMBIX M BAaKHEHIIMX JEKapCTBEHHBIX mpemaparoB Ha 2020 rox, a
TaK)Ke MepeyHel JeKapCTBEHHBIX MpernapaTroB Jisi MEAMIIMHCKOTO MPUMEHEHUS U MUHHUMAJIbHOIO
ACCOPTUMEHTA JICKAPCTBEHHBIX MPENapaToB, HEOOXOUMBIX I OKa3aHUS MEIUIIMHCKON oMomu",
Pacniopsoxenue [paButensctBa PD ot 23 Hos16pst 2020 r. N 3073-p

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKLMHU JIEKAPCTBEHHOTO
CpelCTBa IIOKAa3aHMI OCYIIECTBISIETCS IO PELICHUI0 BpadyeOHON KOMHUCCHH, C pPa3peuieHHs
JlokaJIbHOTO 3TUYECKOT0 KOMMTETa MEAMLIMHCKONW OpraHu3anuu (IIpM HaJU4MU), C YCIOBUEM
MOJMUCAaHHOTO UH(GOPMUPOBAHHOTO COTJIACHS POJIUTENEH (3aKOHHOTO MPEACTaBUTENsA) U MallMeHTa
B Bo3pacrte crapuie 15 ier;

falaiakad CHEIHATM3UPOBAHHBIA TPOAYKT JI€UeOHOTO0 MHUTaHUs, BKIIOYEHHBIH B IepeueHb
CHEIUATM3UPOBAHHBIX MPOAYKTOB JiedeOHOro muTaHus s Aereii-unBanuaoB  (Ilepedens
CHEIMAIM3UPOBAHHBIX MPOAYKTOB JeU4eOHOro MNUTaHHs Uil JeTeil-uHBanugoB Ha 2021 rog,
yTBEpXKACHHBIN pacniopsbkeHueM [IpaBurtenscrBa Poccuiickoit ®denepanuu ot 7 nexadpst 2020 r.

Hossle, uzgannsie B 2020-2022 rr. u opuuaibHo yTBepKAEHHBIE MuH3paBoM PO,
KIIMHUYCCKUC PCKOMCH AN (pYKOBOI[CTBa, IIPOTOKOJIbI JIC‘{CHI/IH) — HA HAIIIEM CaUTeE.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To JaHHBINM JOKYMEHT ObLT paHee pacreuaTaH, JaHHoe nzoopaxenne QR-koma
MTOMOJKET BaM OBICTPO MEPENTH IO CCHUTKE ¢ OYMa)KHOM KOMUU — B HEM HAXOJUTCS ITa CChLIKA.
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