MMHUCTEPCTEBO
3OPABOOXPAHEHMUA
POCCUWACKOW ®EOEPALIMKA

Knunnueckue PEKOMCH AN

MeTniiMaioHOBasI AlMAYPHUSA Y AeTeH

MKE 10: E71.1

['on yreepsxenus (vactora nepecmorpa): 2016 (mepecMoTp Kaxkabie 3 roga)

ID:
URL:

[TpodheccuonansHbIe aCCONMUALINU:

e Coros neguarpos Poccun

L4 ACCOIII/IaIII/Iﬂ MCAUIIMHCKUX N'CHETUKOB

Y1BEpKAEHbI CornacoBaHbl

HayyHbim coBeTomM MUHUCTEpCTBA

Cotosom neaunatpos Poccun 3apaBooxpaHeHna Poccuiickoit Pegepaumm

201_r.



Oraasjenue

L8201 (5323 5 (S o) (0] - Y- PP UUPRPRPPPPR 4
(0307 (¢10) o) N F2 11(S) 11 % SO TSP ORI 5
TEPMIHBI F OTIPCIICIICHUIS .. vvveesvvveessteessssesssseesssseeeasseassssesasssessssseessseesssesanbeeesnseeessseessnseessnseesnssens 6
1. KPATKAS HHDOPMAITHS ....eeuvvieiiiieesiiee et esiieeesitee st ettt e sbtee s bt e s s et e s snbe e e snbe e e nsbe e e nnbeeennbeeenneeas 7
| B0 0101531 (511 (502 1 (ST TP PP PPRTOPRPPPIN 7
1.2 DTUOTOTHST F TIATOTEHES . 1.eeetutvveeesssttreeessssseesssssssessssssssessasssssssasssssssssnssssesssssssessssssssesssnssessnans 7
JIIRIRG 1507 01 (=) 07 (01 (0 5 G 8
1.4 KomupoBaHHe TI0O MKB-10.......cooiiiiiiiiiiiie i 8
1.5 KITACCHMDUKAITIIS ...ttt ettt ettt ettt ettt e et e bttt e s ae e ekt e e se e e be e snneenbeesnneenneen 8
1.6 IIpuMeps! POPMYITUPOBKH JTHATHOBOB .....uvivrsiiesreasreaseeseaseesseesesssssseassessessseessessessseassessessns 8
{7t (01 3 %02 PSPPI 8
2.1 JKQITOOBI M @HAMHES. ... cc.vveeureeieeesteesseeasseesmeessseensee s e e s e ssneenseeanne e meeann e e neeanne e meennneenneennneaneens 8
2.2 OUBUKAITBEHOE OOCIIEIOBAHIIE ...1uuuusteeeetserssssassseessesssssessseesteesssssttteeeteesstrreeeteeseeen 9
2.3 JIa00PATOPHAS JHATHOCTHKA. ...v.vveveesteessisseesesssesseessessseaseessesssessesssesssesssesnesssesbeesneasnesneasnens 10
2.4 VIHCTPYMEHTATIBHAS TUATHOCTHUKR ....veesveieriesteesssiesseessseessesssseessesssnesssssssnesseessneessnssnessenssnns 12
IR %05 F:7: 00107 01 m s (0103 4% 0 .- VT 12
2.6. [InddHepeHITNATEHAS TIAATHOCTHKA ... vveevveeessreeessresssssesssssesssssesssssesssssessseesssessssessssseessnees 14
R (e )2 1 (RPN 14
3.1 KOHCEPBATUBHOE JIEUEHHE ......eeiuveieiisriesiriasiiesiaesteessss s b siassmeessss b sie s s neesba e s ne e sin e ne e 14
3.2 JleueHre B MEPUOT METAOOTHUCCKOTO KPHBA..uuveeeurerasureesssnessssnesssssessnssesssseessssesssssessssseenns 18
3.3 XUPYPTHUCCKOE JICUCHUEC ... .vvveesvreesssreessteeessseeesssessassesssssesssssesssssessnssessnssessnseesssseesssessssseeans 23
R I 3 1 (0TS (ol ()2 1 (S PP UPPRPUPPRR 23
O T 1037 R0 6 1 10 5 GO 23
5. [IpodunakTuka ¥ TUCTIAHCEPHOE HAOITEOMCHIIEC ... vveeirvreessrreessseeessseesssseesssseesssseesssneessssessssneessns 24
6. lonmomuauTenpHas nHOOpPMAITUs, BIUSIONIAS HA TCUCHUE U UCXOJT 3a00ICBAHUS ....cvvvveervveennsn 27
Kpurtepuu kauecTBa OLEHKU METUITUHCKOM TTOMOIIIH .....vvveesnvreesssreessseeesseeessseeesnseeesnneesssnessnsnneans 27
(03105 (6100 Q0 12 N 012 13 OO PP 27
[Tpunoxenne Al. COCTAB PAOOUCH TPYIIIIBI ....eeruvvrerrriresiieeesieressireessssesssssessnsseesseessseesssessssneesssns 30
[Tpunoxenue A2. Metogosiorust pazpaboTKi KITMHUYECKUX PEKOMECHIAIIMM ....vvvvvvveeriveenriveennen 31
[Ipunoxenne A3. CBAZAHHBIE TOKYMEHTDI ......ceeiuuiiirieiiriiriesinsssseesissssessinsssseesssssssessinsssnesssnsssneess 33
[Ipunoxxenne b. AITOPUTMBI BEACHUS TTALIHCHTA ...ccuvveeerrreesireessreesseeesseessseeessseessseessnesssneeans 34
[Tpunoxxenre B. THPOPMAIIHS TS TTAITACHTA ....vvvvevveeessieeesireeesireesssseessssessssesssseesssseessssessssneesnsns 34



[punoxenne I'l. Cxema MeTabOIUYECKUX MPOLECCOB P METHJIMAIOHOBOM allUJIEMHH. ...... 37
[Tpunoxenue ['2. Hopmbl hr3nonorndaeckoit moTpeOHOCTH B OCHOBHBIX MUIIEBHIX BEIICCTBAX U
)2 (5] 0) 1 1 CO TSSO P R PPRTOPRPPRN 38

[Tpunoxenue ['3. moTpeOHOCTH B METHOHUHE, TPEOHWHE, BaJTMHE, N30JICHIIMHE Y TTAIIUCHTOB

METUIIMATIOHOBOM allUJIEMUEH B 3aBUCUMOCTH OT BOBPACTA ..vcenvveearrrresrreesnreesseeessneeesnseesssseessnns 39
b 3710) 5 SO PP PR PRTT 40
[Tpunoxenue ['4. MetabomuyecKkuii KOHTPOJIb, MOHUTOPHHT JTUETUYECKOTO JICUCHHUSI,

HYTPUTHUBHOTO CTaTyCa U BO3MOXKHBIX OTAAIICHHBIX OCJIOKHEHHUH 3a00JICBAHMS ™. ....ccvvveeivennnee, 41
[punoxenne I'S. PaciIiOPOBKA IPUMEUAHT ......c.vveviiviiiiiiiiriiesieeie e 42



0O O 0O 0O O OO o o o o o o o o o

Kiuessbie ci1ioBa
B12-3aBucumMas opma MeTHIMATIOHOBOM alluIeMUN
Bi2-pe3uctentHas popMa METHIMAIOHOBON allueMUN
Banun
Bropuunas runepaMmMoHueMus
Bropuunsnii nedpunut kapHUTHHA
[Manepriovuuemus
RS 07000%05 1
WMzonennug
JleBokapHUTHH
MeTtabonuueckuii KeToamu 103
Metmnmanonnn-KoA myrasa
Metnonun
[TponmuoHMIKapHUTUH
CB0OOIHBINM KAPHUTHUH
TpeoHun

[{manokobamaMuH



Cnucok coxkpameHui
JIHK — ne3oxkcupuOoHyKIeHHOBAsT KUCIOTa
KIIC — kxuCI0THO-IIECTIOYHOE COCTOSHHEC
MJI- METHIUTUMOHHAsL KUCJIOTA
MMA — MeTHJIMaJIOHOBAs allUIEMUS
MMK - MeTnamManoHOBast KHCIOTA
MPT — MarHuTHO-pe30HaHCHAst TOMorpadus
MC/MC - MeToJ TaHJEMHOM Macc-CIEKTPOMETPHH
[IT" — npONMMOHWATIUIINH,
IIK — nponmoHoBast Kucjaora
V3U — ynbTpa3ByKOBOE UCCIEAOBAHUE
MHC — nenrpanbHasi HepBHas cUCTEMaA
OKI' - sanexTpokapauorpadust
Ox0KI" — sxokapaunorpadus
30T - snexTposnuedanorpadus

BE - nepuuut Oydepusix ocHoBanmii (Base Excess)



TepMuHBI U onpeaeeHus

I'emoauaau3 — MeTO/] BHETOUEYHOTO OYMIIEHHUS KPOBH, BO BpPEMsI KOTOPOT'O MPOUCXOAUT
ylaJeHue U3 OpraHu3Ma TOKCHYECKHMX TPOAYKTOB OOMEHa BEIIECTB, HOPMAaJIH3alHs
HapYyLIEHUH BOJHOTO U AJIEKTPOJIUTHOTO OAJTaHCOB, IPU ATOM OYHILEHHE KPOBH OCYIIECTBISETCS
Yyepe3 UCKYCCTBEHHYI0 MEMOpaHy ¢ IPUMEHEHHUEM allapaTa « ACKyCCTBEHHAs [TOYKa».

MeTa0oan4ecknii KpU3 MEeTHWIMAJIOHOBOM AaUMAYPHH — KPUTHYECKOE, YIpOKAIOIIEe
KHU3HU COCTOSIHHE, CIIPOBOIIMPOBAHHOE HEOJIATONMPUSATHBIMH (DakTOpaMu, 00yCIaBIMBAIOIIIMH
YCUJICHHE TIPOLIECCOB KIJIETOYHOIO KaTabojM3Ma C HAKOIUIEHMEM TOKCHYHBIX IMPOMHOHOBBIX
IPOM3BOJHBIX M TPOSBIAIONIEECS OCTPO BO3HMKIIEH 3HIEdanonaTueld, NpUCTynaMH PBOTHI,
CYJOpOTaMH.

IlepuToHeaqbHBIN OHATU3 - METOJ BHEMNOYEYHOTO OYHILIEHUS KPOBH, BO BpeMsd
KOTOPOTO TPOMCXOJHUT yJAJCHHE U3 OpraHuM3Ma TOKCHYECKHX MPOJYKTOB OOMEHa BEIECTB,
HOpMan3alysl HapyLEHUH BOJIHOTO U 3JIEKTPOJIMTHOIO OaJlaHCOB, MPH 3TOM OUYHUIIEHUE KPOBU
IPOM3BOJIUTCS 3a CUET CMEHBI CHEIMAJIbHBIX PAaCTBOPOB B OPIOLIHOM MOJOCTH, @ B KAayeCcTBE
MeMOpaHbI BBHICTYMAET OPIOIIMHA MalUeHTA.

IIpenaTtaibHasl JAMArHOCTHKA MeTHJIMAJIOHOBOH amMJIeMHH — KOMIUIEKCHas
JIOPOJIOBasi JIMarHOCTHKA C 1EJbI0 BBIABICHHUS METHIMAJOHOBOW AalMIEeMHM Ha CTauu
BHYTPUYTPOOHOTO pa3BUTHs IIyTEM MOJIEKYJISIPHO-TEHETHUYECKOTO HCCIel0OBaHUsA OuomnTara

XOpHUOHA U OIpEETICHUS MyTallil COOTBETCTBYIOIIETO I'eHa.
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1. KpaTrkas undpopmanus

1.1 Onpenejienue

MeTnimManoHoBast anuaeMus (alUIypusi) — TEHETUYECKH TE€TePOTeHHOE HACIIEICTBEHHOE
3a00JIeBaHiE W3 TPYIIBI OPTAaHUYECKUX aAlUACMU, 00YCIOBIEHHOE ONOKMPOBaHHWEM OOMEHa
MPONMOHATOB HAa YpOBHE mepexona MeTWiIMaioHuiI-KoA B cykuuHwi-KoA u HapymeHuem
MeTaboIM3Ma psijia aMUHOKHUCIIOT (M30JICHIINH, BaIMH, TPEOHUH, METHOHHH), KHUPHBIX KHUCIIOT C
HEYETHBIM YHCJIOM aTOMOB YTJIEPOJIa M XOJIECTEPHUHA.

1.2 DTHOJ0THSA ¥ NATOreHe3

Knaccuueckast ¢opma 3aboneBanusi oOyciioBiieHa AePUIIMTOM MeTHMaTOHUI-KoA
myta3bl (reH MUT) ¢ momaeiM (Mut0) wim gacTyHbIM (MUt-) OTCYTCTBHEM aKTUBHOCTH
¢depmenta. Kodaktopom naHHOTO QepMeHTa sBIseTCs BUTaMUH Bip, mosTtoMy aedexTs
MeTaboaM3Ma JaHHOTO (epMEeHTa TaKKe COMPOBOXKAAIOTCS METUIMAJIOHOBOM aunuaypuen -
W30JIMPOBAHHOM WJIM B COYETaHWHM ¢ ToMoructuHypuen. Jlokammsanus rena MUT - 6p2l.
@®opMbl METHIIMAJIOHOBOW allMAypUH, CBSI3aHHBIE C HApYIICHUIMHU MeTabonn3mMa BUTaMuHa By,
oOycioBiensl MyrauusiMu reioB MMAA, MMAB, koaupyoonmx oOMeH aJeHO3MIKOOaTaMHHa
(cblA, cblB ¢dopmel) wium  npedpunurom Metwimanonuwia-KoA smumepassr (ren MCEE).
Jloxammzammst renoB 4031.1-931.2, 12924, 2p13.3 coorBeTcTBeHHO. KpaitHe peako BCcTpedaeTcs
dopMa  METUIMAJIOHOBOW  aAIUAYpPUM, CBSI3aHHAasg C  HEIOCTaTOYHOCTBHIO  peLenTopa
TpaHckoOanmamuHa u Mytamnuedr rena CD320, xortoperii kaptupoBan Ha 19p13.2. dopwmbr
METHIIMAJIOHOBOW allUAYPUH ¢ TOMOIIMCTUHYPHEH 00ycioBieHsl MyTanusmMu reHos: LMBRD1 -
cblF ¢popma, MMADHC - cbID ¢dopma u MMACHC- cbIC ¢opma. Tun HaciienoBaHust npu Beex
TEHETUYECKUX BapMAaHTaX — ayTOCOMHO-pEIeCCUBHBIN. Takke omucanbl ¢Gopmel MMA,
00ycioBlIeHHBIE HCTOleHneM MuToxoHApuanbHoi [IHK u cBsizaHHBIE ¢ MyTanmusMu TE€HOB
SUCLA2, SUCLG1. [annble 3a0ojeBaHHs OTHOCATCS K TpYIIE MHUTOXOHIPHAIBHBIX
sHIePATONATHH M TAKTHKA X JICYCHUS OTIIMYAETCS OT TEPANUU IPYTHX (OPM METUIMAIOHOBOU
aruaypu [3,4].

[laTorene3 3a0oyieBaHHs CBA3aH C HAKOIUICHHEM IPOU3BOJHBIX METHJIMAJIOHOBOM H
IPOMHMOHOBOI KUCIIOT BCIIEACTBUE OJIOKUPOBaHMS OOMEHA Ha YPOBHE Mepexo0/ia METHIMATIOHUII-
KoA B cykuunun-KoA. [IlpeamecTBeHHMKaMu INPONMOHATOB B OpPraHU3ME  CIIy)Kat
AMUHOKHCIIOTHl HM30JICUIIMH, BaJIMH, TPEOHWH W MeTHOoHWH (50% oOmero koimyecTa
IPOMUOHATOB), KUPHBIE KUCIOTHI C HEYETHBIM YUCIIOM aTOMOB yriepoaa u xonectepuH (25%);
OCTaJlbHAsi YacTh IPOMMOHATOB O0Opa3yeTcsi B KHILIEYHUKE B peE3yJbTaTe JesTeIbHOCTH

sHAOTeHHON (ropbl. HakomeHune opraHMYecKHX KHCIOT (TPOMHUOHOBOM, METHIMATIOHOBOW,



METWZTAMOHHON H Jp.) BEIET K TDKEJIOMY METa0OIMYeCKOMY KETOAlUI03y, BTOPUYHOMN
TUIIEPAMMOHUEMUH, TUIEPTIMLIUHEMHUH, TUIOINIMKEMUN. [IOBBIIIEHHBI ypOBEHb B KPOBU H
BBICOKAsl MOYeYHasi HKCKpEelusi MPOMUOHUIIKAPHUTHHA OOYCIIOBIMBAIOT HCTOLICHHE 3aracoB
KapHUTHHA U ero BTOpUYHBIN JeduiuT. Cxema MeTaboIndeckuX HapyleHui, HabIoJatonmxcs
IpU METUJIMAJIIOHOBOM alluieMuu, NpecTaBieHa B mpuioxenuu ['1.

1.3 DnuaeMuoJ10rus

3a0osieBaHNE BCTPEYAETCS B PA3IMYHbIX MONYJIAusaX. YacToTa cper HOBOPOXKICHHBIX B
crpanax Epomsr 1:48 000 - 1:61 000; monmoBuHa ciydaeB npeacTaBieHa Bi-pe3ncCTEeHTHBIMU
¢dopmamu. B Poccuiickoit deneparyu TouHast 4acToTa 3a00JI€BaHUS HE ONpE/IEICHa.

1.4 KogupoBanue no MKBE-10

E71.1 - dpyrue Buabpl HapylieHus 0OMEHa aMHMHOKHUCIIOT C Pa3BETBIICHHOM IIETIBIO.

1.5 Kaaccupukanusa

Beinenstior  Big-pesucrentHyto (okono Y2 cimydaeB) u  Bix-3aBucuMyo  ¢opmbl
METUJIMAJIOHOBOW anuaypuu. Big-pesucrtenTHas Qopma xapakrepusyercsa Ooiiee paHHEH
MaHH(ecTalMen U TAKEJIbIM IPUCTYIOOOPa3HBIM TEUCHHEM.

Ilo cpokam nosenenus nepevix npu3Hakog OOJNE3HHM Pa3IMYalOT HEOHATAIbHYIO,
MJTaJICHYECKYIO U MTO3THIOI0 (DOPMEL.

1.6 Ilpumepbl GOpPMYJIHPOBKH IMATHO30B

0 Memuimanonosas ayudypus
0 Memuimanonosas ayuoemust
0 Hapywenus oomena amuHOKUCIOM C pA36eMENEeHHOU Yenvlo (MemuIMaloH08as
ayudemus)
2. InarHocTUKa
Huaenocmuxa memuamanoHo8ou ayuoypuu 0CHO8AHA HA AHANU3E POOOCIOBHOI, OYeHKe
OGHHBIX AHAMHe3d, KIUHUYECKUX NPOAGIeHUU, pe3yIbmamax auaius3d yYpoeHs AMUHOKUCIOM
U30NeUYUHA, 8ANUHA, MEMUOHUHA, MPEOHUHA, 2MUYUHA 68 KPOBU, ONPeOeNeHUU COOEPICAHUS 6
kposu nponuonurkapuumuna (C3) u ceoboonoco xaprnumuna (C0), noueunoul 3KCKpeyuu
OpeaHuyeckux — Kuciom -  3-2UOPOKCUNPONUOHOBOU, — MEMULIUMOHHOU, — NPONUOHUN- U
MUSTUNTUYUHA.

2.1 Ka100bI M1 aHAMHE3

Peoma, ()ezudpamauuﬂ, omkKdasz om edbl, CHUJICEHUE MACCbl mend, ceHepalu306anHasd

MblUedHas 2cUnonioHuA, zuneppeqbﬂekcuﬂ, 6410CMb, COHJUBOCHIb, KOMAMO3HblE COCMOAHUA,



B03MOUCHBL CYOOPO2U (NPU HEOHAMANbHOU hopMe — 8 nepavie OHU HCUZHU, NPU MAAOeHUeCKOU
@opme - 6 nepsvie mecayvl Hcusnu). Jlemanvnocmos 6 pannem 8ozpacme 00xoo0um 0o 40%.
Memabonuueckue Kpusbvi, edyujue K KPUMUYECKUM, YePOACAEMBIM HCUZHU COCMOSHUAM,
npU MEMUIMAaiIoHO80U ayudypuu NPosGIAIOMcs 6 8ude 0CMpo 803HUKauell SHyedaronamuu u
NPUCMYNO8 PBOMbL, B03MOJNHCHO pazsumue cyoopoe [1,5,9]. Kpuswei 06biunO nposoyupyiomcs
PA3HbIMU  HEeONa2ONPUAMHbLIMU  (hakmopamu, Komopwvle 00yCl081U8aAI0OM YCUTIEHUe HPOYeccos
KAEeMOYHO20 Kamaboausma ¢ 00pazoeanuem moKCUUHbIX RPONUOHOBLIX NPOU3BOOHDIX.
O npuem benka u AUNUOO8 6 KOAUHECMEe, NPesbluaruemM MoIepaHmHOCMb OP2aHUSMA
001bHO20 pebenKa;
O HedoeoaHue, HU3KAS KALOPULIHOCIb PAYUOHA,
O UHMepKYyppeHmHble PEeChnUpamopHvle U  HCeLYOOUHO-KUUEUHblEe  UHDEKYUOHHbIE
3abo1e6anus;
O GaKyuHayus,

0] qbuf)’ull€CKaﬂ UIU NCUXOIMOYUOHANIbHAA HACPD)Y3KA.

2.2 dusukajabHoe 00cae10BaAHHe

3aodeporcka Quzuueckoeo u NCUXOMOMOPHO20 PA3BUMUS, HACMble PECNUpPamopHvle U
arceny0oyHo-kumeunvle ungexyuu (v 80% 6onvueix), v 1/2 nayuenmos nadrodaromes cyoopoau
(MOHUKO-KNIOHUYecKue, aOCaucyl, MUoKIoHuu). Yacmvle nposgnenus MemuimMaioHO80U
ayuoemuu  —  IKCMPANUPAMUOHAS — CUMIMOMAMUKA,  UHCYIbMONOOOOHblE — 9NU300bI,
ounamayuoHHas unu pedxce cunepmpoguueckas kapouomuonamus (v 20-30% nayuenmos),
HapyweHuss pumma cepoya, OCmpbulil NAHKpeamum, ampogus 3pumeibHulXx Hepsos (v 1/2),
apumemamo3snwili depmamum (y 1/3).

Vkazannas cumnmomamuxa modxcem 0eblomuposams 6 pAasiudHOM 803pAcCme U He
ecez20a 00ycnoeieHa MemaboIuieckol 0eKkomMneHcayuell.

Y bonvueix cmapweco ospacma  npesanupyem — YMCMBEHHAS,  OMCMALOCMDb,
MUKpoyeanus, pesucmeHmuds CUMIMOMAMUYECKas dNULENCUsl, CHACMUYeCKUll mempanapes,
IKCMPANUPAMUOHbIEe HAPYUleHUs. Bo3ModCHo passumue sHympuuepentvix kposousnusnuil. Ilpu
OIUMenbHOM meyeHuy 601e3HU — NOPaAdNCceHUue No4eK U neyeHu.

Pannumu  xnunuveckumu npusHakamu mMemadoauuecKko20 Kpusa Cryxcam 6a10Cmb,
COHUBOCMb  UMU  PA30PAICUMETbHOCHb,  OMKA3 om  eodvl, peoma. Heeponocuueckue
PAccmpoucmea npozpeccupyrom 6njioms 00 CHMYROpd Ul KOMbl, 00VCI06IUBASL BbLCOKVIO

aemanvHocms. Tsoicecms  cOCMOAHUA, 2NIABHBIM 06pa30M, onpedeﬂ;zemc;l 6blPAINCEHHBIM



Memabonuueckum Kemoayuoosom. Kpome moeco, mozym umemv mecmo eunoenuxemus (8
HEKOMOpbLIX — CAVYAsAX —2unepeiukemus), eunepammonuemus, obessodcusanue. CocmosiHue
Memaboiu4ecko20 Kpuza, 0ocobeHHo y Oemell paHHe20 803paAcma, A6IAemcs NoKazaHuem Ojisl
20CNUMAIU3AYUU U OCHOBAHUEM O/ NposedeHus unmeHcusHol mepanuu [1,6,10,11].

2.3 JIaGopaTopHAasi AMATHOCTHKA

e PekoMeHIyeTcs TpOBEIECHHME TaHIEeMHOW Macc-cnektpomerpun (MC/MC), s
OTIpeNIeNICHUs] COJAEp)KaHUsl B KpoBH mponuoHmnkapHutuHa (C3) u  cBOOOJHOTO
kapautnHa (CO0), rUIMHA B KPOBH, IMOYEYHOH DKCKPEIMH OPTraHUYECKHX KHCIOT -
METUJIMAJIOHOBOM, 3-ruIpOKCUITPONTMOHOBOM, 3-ruipoKcHu-N-BaJIEpUaHOBOI,
METHJUTMMOHHOM, TponroHmruimaa [1,7,8].

(Cuna pexomenaanmii A; 10CTOBEpPHOCTH T10Ka3aTeabcTB |1)

KoMmMeHTapuu: o6ciedosanuro na MemuimMaioHo8yio ayudypuio noouexcam ciedyrujue

epynnvi Oemeti.

0 Odemu 1106020 803pacma u3 cemel, UMerwux 60IbHLIX ¢ OAHHbIM 3a001e8aHuem (8
nepsyio ouepeodsb, bpamvsi u cecmpuvl OOJILHO20);

O Odemu nepsvix Hedelb U MeCAYes HCU3HU, ) KOMOPbIX NOCle HEeKOMOpPOo20 Nepuooa
(uHoz20a ouyeHb KOPOMKO20, 8 MeYeHUe HeCKOJbKUX CYMOK) YOO81emEOpUmenibHo20o
COCMOSIHUA NOABUNUCL PBOMA, OMKA3 Om eObl, jlemapaus, 2UNOMOHUs, CYOOpPO2U,
KoMa, MemaboauyecKutl ayuoos, KemoHypus,

O Odemu 106020 B603pACMA C NOBMOPHLIMU HPUCIYNAMU  PEOMbL,  BANOCHIU,
COMIUBOCMU, 2UNOMOHUU, KeMOoayuodo3a;

O Odemu, omcmarowue 8 NCUXOMOMOPHOM pA38UMUU, C SNUlencuel, HapyueHuem
MblUEYHO20 MoHyCa.

Heobxo0umo ¢ 60nvbuioti 0cmoposcHOCmvblo OMHOCUMbCA K UHMepnpemayuy OaHHbIX

nokaszameei, Komopvle AGIAIMCA 803pAcm-3asucumvimMu. B paoe cnyuaes (v

HO80podicOenHblx) kKoHyenmpayusi C3 modxcem Obimb 6 npedenax HOpMyl, d NOBbIUAEM s

coomnowenue C3/C2.

Yposenv uzonevyuna, earuna, memuonuna u mpeonuna 6 Kpou y MHO2UX NAYUEHIMOB

Modcem Ovlmb 6 npeoenax HOPMbvl, 4mMO He HNO0360Jislem HA OCHOBAHUU aHANU3A

AMUHOKUCIOM NOOMEepOoums Ul UCKIIOYUmMs 3abonesanue. Y MHO2UX NAYUEHMO8 C

MEMUIMANOHO80U ayudypueti 8 Kposu U Mode MOXHcem HAOI00ambCs NO8bluleHUe YPOBHS

enuyuna. OOHaKo, smo He AGNAEMCcsA CReYUDUUHBIM U MOXHCEM HAOTI0OAMbCA NPU OPY2UX

HACNeOCMBEeHHbLX HapyueHusx obmena seujecme.
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Memooom e2azoeoti  xpomamozpaghuu macc-cnekmpomempuu 8 Mouye NAYyueHmos
8bIABIAIOM NOGbLULEHUE KOHYEHMPAayuyu MemuiMaioH080l KUCIOMbl, a makayice psaoa ee

npouseodnblx. Yacmo ux evicoxue KOHYyenmpayuu ecmpedaronicsia npu MeMUIMAiIOHO80U

ayuoypuu, obycrosrennou mymayusimu 6 2enax MUT u MMAB (mabnuya 1).

Tabmuua 1 - Konnenrpauus MeTaboauToB B MOYE IIPU METUIMAJIOHOBOM allulypun

Konnentpanust B Moue, MMOJIb/MOJTb KpeaTUHUHA

MeTtabonuTbl
METHIIMAJIOHOBAS allUYPHS pedepeHCHbIC 3HAYCHUS
MeTunmanoHoBas KUCIIOTa 150-15500 0-2
3-TUIPOKCUITPOITUOHOBAS KHCIIOTA 20-2000 3-10
3-TuapOKCUBaJIEpHaHOBAs KUCIOTa 0-2 0-1200
[TponmoHUITIMIUH 0-450 0-2

B pasnoii cmenenu mozcym nosviuamvcs u Opyeue oOpeaHuyecKue KUCIOmbl U UX
npou3Bo0Hble: 2-MEeMUILLYMAKOHO8AS, 3-Kemo-2-MemUiIMAacisiHas, MemuiiuMOHHAs, 3-
eudpoxcubymupam, nakmam, nupyeam. Ha ocnosanuu ananuza opeaHuyeckux KUciom
MOYU BO3MOIICHO NpogedeHue OughgepenyuanvbHol OUAeHOCMUKU ¢ OpyeuMu @opmamu
Op2aHu4ecKux ayuoyputl.

Haubonee 0Onuskoli no KIUHUYECKUM NPOSAGIEHUAM U NO UBMEHEHUIM CHeKmpa
AYUIKAPHUMUHO8 AGTIAEMCs NPONUOHOBAL AYUOYpUs, NpU KOMOpoU He HAOI00aemcs
nosvluleHue KOHYEeHmMpayuu MemuiMalioH080U KUCIOMbl 8 Moye, d NPUCymcmeyiom
MOILKO MemaboIumvl NPONUOHOB0U KUCTOMbI.

s Ouacnocmuxu  Haubonee UHGOPMAMUBHBIMU — ABAAIOMCA  OAHHbIEe NPOPuUIs
AYUIKAPHUMUHO8 KPOBU (MAHOEMHAL MACC-CReKMPOMEMPUsL) U MeCmbl Had NPUCYIMCMEUe

MeMmUIMAaIoOHOB0U KUCTIOMbL 8 MOYe.

Jlnst  TOATBEp)KACHWS  JMAarHo3a W MEIMKO-TEHETHYECKOTO  KOHCYJIbTHPOBAHUS
PEKOMEHIYeTCSI MPOBOJUTH MOJEKYISIPHO-TEHETUYECKOE UCCICOBAHHE C  IICIBIO
BbIsIBIICHUS MyTanuii B renax MUT, MMAA, MMAB, MCEE [1,7,8].

(Cunia pexomeHaanmii A; 10CTOBEPHOCTH J0Ka3aTeabeTB 1)

Kommenrapuii: Ha kyrbmype KodiCHbIX (DubpoOIACMO8 BO3MONCHO OCYUjecmeaieHue
HA2PY30UHbIX MeCcmos, KOmopvle MNO0360JAI0Mm 0onee MOYHO YCMAHOBUMb (YOPMY
Memuamanonosol ayudypuu. I10ckonbKy amu ucciedo8anus ConpaiceHvl ¢ NPUMeHeHuem
UHBA3UBHOU MEXHONI02UU (83mue KYIbmypvl Gudpoobaacmos), césa3anvl ¢ MexHUYeCKUMU

MpYOHOCMAMU (UCCIEe008AHUL NPOBOOSMCI UMb 8 OUHUYHBIX 1A0OPAMOPUAX MUpa) u
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pa60m0ﬁ C MEYeHbiMU usomonamu, C UYelablo YCMAaAHOBNEHUA qboprl 3abonesanus

npe()noumumeﬂbnbm AGIAIOMCA MOJEKYIIAPHO-2EeHemMUYeCcKue UCCNIE008AHUA.

PekoMeH0BaHO TPOBECTH OICHKY YypoBHS pH KpoBH, CBOOOJHOTO KapHUTHHA,
MPONMUOHWIKAPHUTHHA B KPOBH, SKCKPELUUU 3METUNIMMOHHON KUCJIOT U KETOHOBBIX TEI
MIPY MOA03PEHUH Ha Pa3BUTHE KETOAIMIOTUYECKOTO KPH3a.

(Cuna pexomenaanmii B; nocroBepHocts noka3areiabcrs 1)

KommenTapuu: nabopamopuvivu npeosecmuukamu pazeumus Kemoayuoomuiecko2o
Kpu3a ciyxcam meHoeHyus K chudxcenuro pH kposu, dedhuyumy ocnosanutl, ymeHvuleHUe
cooepoicanusi c860000HO20 KAPHUMUHA, HAPACMAHUE YPOGHSA NPONUOHUIKAPDHUMUHA 8

Kpoeu, noveunou IKCKpeyuu MeMUIMAIOHOBOU KUCTIOMbL U KEMOHOBbIX MeJl.

2.4 UHCcTpYMEHTAJILHASI AHATHOCTHKA

PexomennoBaHO TpOBeNEHHE KOMITHBIOTEPHOW W MAarHUTHO-PE30HAHCHOW ToMorpaduu
JUISL BBISIBIICHUST KOPTUKAJIBHOW aTpouM, pacCIIMpPEHUs >KETYAOYKOB MO3Tra, 3aIepiKKH
MUETHHHU3AIIH, TTOBBIIICHUS] MHTEHCUBHOCTH CUTHAJIa B 00JIaCTH 0a3aibHBIX TaHTIINEB B
T2-B3BenieHHOM n300pakenuu [1,11].

(Cuna pexomenaauuu B; yposeHnb yoequTebHOCTH T0Ka3aTeabeTB |1)

[To mokazaHusIM MAIUEHTaM MOTYT OBITh PEKOMEHIOBaHBI MIPOBEACHUE PeHTreHOorpaduu
OpPraHoB TIpyaHOW KIeTKH, snmekTpokapauorpapuu (IKI), sxokapauorpaduu (DxoKI),
yabTpa3BykoBoro wuccienoBanus (Y3M) opraHoB OpIOMIHOW TOJNOCTH H  TOYEK,
o(TaTbMOCKOIINYU ¥ UHBIX HcceaoBanuii [1,11].

(Cuna pexomenaauuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

2.5 NHast AMarHOCTHKA

KOHCYJ'II)TaTI/IBHaH IIoMoub CIIequaJimCToB marueHTaM C IMOJO3PCHHUEM Ha

MCTUIIMAJIOHOBYIO allUAYPHIO PEKOMCHAOBAHA MAIIUCHTAM I10 ITOKa3aHUAM.

PexomeH10BaHa KOHCYIbTAIMS IICHXOHEBpoJora [1,8,9,11].
(Cuna pexomenganuii C; 10cToBepHOCTH JoKa3aTeabCcTB 1)
KommenTapuu: wueobxoouma ecem oemsam ¢ MMA ona ymounmenus msdicecmu

nopasicenusi LIHC u onpeodenenus maxmuku 1e4eOHo-peaduiumayuoHHbIX MeponpUsmuil.

PexomenoBana koHcynbTanus auerosora [1,8,9,11].
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(Cuana pexomennanuii B; nocroBepnocts qoka3arenbcers II)
KommenTapuu: reooxoouma ecem oemsam ¢ MMA Ons naznauenusi namozenemuyeckoul

ouemomepanuu.

PexomenoBana koHcynbTanus oproneaa [1,8,9,11].
(Cuna pekomenganuii C; 10cToBepHOCTH JoKa3aTeabCcTB 1)
KommeHTapuu: nokazana npu nooospeHuu Ha Hawuyue y pebOeHKa CKelemHOU

namoJyiocuu.

PexomeHioBaHa KOHCYIIbTaIMs Bpaua-reHeruka [1,8,9,11].
(Cuana pexomenaanuii C; 1ocToBepHOCTH 10Ka3aTeabeTB II)

KommenTapuu: noxasana cemvsam, umerowum poocmeennuxos ¢ MMA

PexomenoBana koHcymbTanus opraapmoriora [1,8,9,11].
(Cuna pekomenganuii C; 10cTOBepHOCTH JoKa3aTeJbCcTB 1)

KommenTapuu: nokasana npu nooosperuu y pebeHka namono2uu 0peana 3peHusl.

PexomenoBana KoHCyIbTamus kapaunosora [1,8,9,11].
(Cuana pexomenaanuii C; 1ocToBepHOCTH 10Ka3aTeabeTB II)
KommeHnTapuu: noxasana npu nooosperuu y pebenka namoiocuu cepoeyHo-

coCcyoucmotl cucmemobl

PexomeHnoBana KoHCybTanus remartosora [1,8,9,11].
(Cuna pekomenganuii C; 10cTOBepHOCTDH JoKa3aTeabCcTB 1)

KommenTapuu: nokasana npu usmenenuu ¢popmynol Kposu

PexomenioBaHa KOHCyIbTamus aieprosora [1,8,9,11].
(Cuna pekomenganuii C; 10cToBepHOCTb J0Ka3aTeabCcTB 1)
KommeHnTapuu: noxasama npu Hawuyuu y pebeHKa KIUHUYECKUX NPUSHAKOS

ajlepeudecKkux 3ab01esanuil.

PexomeH10BaHa KOHCYIIbTAIIMS [ICUXO0JIOTa | joronena-nedekrosora [1,8,9,11].
(Cuana pexomenaanuii C; 1ocToBepHOCTH 10Ka3aTeabeTB II)
KomMmeHTapuu: noxazama 0na nianuposanusi UHOUSUOYATbHOU PeaOUIumayuoHHoU

NPOCPAMMBL NCUXOIO20-NE0A20SUYECKOU NOOOEPIHCKU OOILHBIM Oemell U UX CEeMbsM.
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2.6. luddepenunanbHas AUATHOCTHKA

Huppepenyuarvnas ouacnocmuxa npogOOUMCs € 2UNOKCUYECKUMU NOPAANCEHUAMU
HEPBHOU CuCmeMbl, GHYMPUYMPOOHbIMU UHGEKYUAMU, CaXapHbim Ouabemom (npu 6visaeieHuu
eunepeiuKemMu), Hac1eOCMEeHHbLIMU HAPYUEHUAMU 0OMeHa 8ewecms, 8 YACMHOCMU, ¢ OpYyeUMU
Gopmamu opeanuyeckux ayudyputi u ¢ 0epeKmamu YuKia CuHme3a Mo4esuHbl.

3. Jleyenue

Cmpamezus neduenus OOIbHBIX 3AKIIOYACMCA 8 CHUNCEHUU 00pA3068aHUs. NPONUOHAMOS,
nPeoynpescoenul pa3eumusi Kemoayuoosd, UNnepamMmOHUeMuu, MOKCULECKO20 NOPAXCEeHUs
MKauell 207106HO20 M0O324 U GHYMPEHHUX OpPeaHO8 C obecneueHuem Npoyecco8 aHaboIuMmd,
HOPMAIbHO20 POCMA U HYMPUMUBHO20 CMAMyca 0emell.

OcHOBHbIMU KOMNOHEHMAMU KOMHIIEKCHO20 JledeHus OONbHbIX CLYHCaAm MAl00enKo8ds.
ouema, npenapamvl 1e60KAPHUMUHA U eumamun B, (yuanoxobanamun™ * (ko0 ATX: BO3BA))
npu  Bip-3asucumoti  ¢hopme. Tepanuio  OONOMHAIOM — HA3HAYEHUEM  2IuyuHd
anmMubaKmepuanbHblX npenapamos, opyeux eumamunos zpynnel B (muamun™ * (Koo ATX:
AIIDA), nupuooxcun™ “ (Koo ATX: AI1HA) ona 6/m 66edenus), no noKazaHusim HA3HA4awom
AHMUKOHBYIbCAHMbL, CUMNIMOMAMuUYecKue cpeocmaa.

3.1 KouncepBaTuBHOe€ JIeUeHHE

Jluemomepanus

e PexOMEHIOBaHO [HETHYECKOE JICUYCHHE, KOTOpOE€ HAYWHAIOT MPHU TOJAO03PCHHH Ha
HACJICJICTBEHHOE HApyIICHHEe aMUHOKHMCIOTHOTO OOMEHa cpasy IMOC/e B3SATHS aHAJIM30B,
HE JTOKUAasch ux pesynbratos [1,5,10,11].

(Cuna pexkomMeHaanuu A; ypoBeHb YOeINTEIbLHOCTH I0KA3aTeabCTB |)

e PexoMeHIOBaHO OrpaHUYUTH TMOCTYIUIGHHE Oenka (o0 TONyYeHUs pe3yiIbTaToB,
MOATBEPKIAIONIMX MeTaboandeckoe 3a0ojeBaHUE): Ui JETe MEpPBOro IMOJIYTOAUS
HU3HU — IPYHOE BCKapMJIMBAaHUE WJIM BCKapMIIMBAHHUE IE€TCKUMU MOJIOYHBIMU CMECSIMHU
¢ HU3KUM coaepkanrem Oenka (1,2 -1,3 /100 mu BoccTaHOBICHHOTO MPOAyKTa). st
JeTei crapiie 6 MecCsIeB - MCKIIOYEHHE BBICOKOOEIKOBBIX MPOIYKTOB (MSICO, TBOPOT,
pb10a) u3 parmona [1,10,11].

(Cunia pekoMeHAaUMU A; ypOBeHb YOeAUTEIbLHOCTH 10KA3aTeabCTB |)
Kommenrtapuu: Ilocie noomeepiwcoenus ouacHo3a makmuka nedeHus OCHO8AHA HA

Cedyrowux NPUHYUNAx:
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O ocpaHuyeHue NOCMynieHus: U3oietiyund, 6aluHd, MpPeoHUHa U MemuoHUHa ¢ nuujetl
00 MUHUMATbHOU NOMPEOHOCU,

O obecneueHue @OU3UOIOSUYECKOU NOMPEOHOCMU 6 Opyeux AMUHOKUCIOMAX U
HE0OX0O0UMbIX HYMPUEHMAx OJsl NPeOYNnpedcoeHus ux HeOOCMAamoyHOCmu U
HO00epAUCAHUS AHAOOIUBMA,

O ocpaHuyeHue nompedeHUs HCUPHBIX KUCTIOM C HeYEMHbIM YUCTIOM AMOMO8 Y21epood
U xonecmepuua,

O HasHauenue JeBOKAPHUMUHA U 2AUYUHA OJIL YCULEHUS CBA3bI8AHUS MOKCUYHO2O

APONUOHUN-PAOUKANA,

KOppeKyusl 6MopudHol KApHUMUHOBOU HeOOCMAMOYHOCMU,

KogakmopHas mepanusi gumamunom B1z;

UCKJIloYerue ZOJZOOCZHMﬂ, npe()ynpeofcaeﬂue akmueayuu npoyeccoe Kamaéoﬂusma;

O O O O

KOHMPOIUPOBAHUE  KUCTOMHO-OCHOBHO20 ~COCMOSIHUSL  KPOBU, Npe0omepaujeHue
Ppassumus ayuoosd, no00epAacarue 00H020 balanca;

O ycunenue mepanuu 8 nepuod Memabonuyeckoco Kpusa.

PekoMEeHI0BaHO CTpOroe OrpaHUuYCHUE O€jKa HATypalbHBIX MHUIIEBBIX MPOJIYKTOB C
IENBI0  CBEICHHS K HEOOXOOMMOMY MHHUMAIBHOMY TIIOCTYIUIGHHE B OpTraHU3M
AMHHOKHUCIIOT METHOHHHA, TPEOHUHA, BAIMHA, H30JICHITUHA.

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)
KommenTapuu: 0ns  Odemeli  nepeoco  nonyeoous — JCUHU — O2pAHUYeHUe
PACNPOCMPAHAEMC HA MAMEPUHCKOe MOJOKO UMU OemcKue MOJIOYHble UTU COesble
cmecu, 0 0emell 8MOPO20 NOIY200Usl JCUSHU — 3anpem HA 68edeHUe 6 Kayecmee
NPUKOPMA  8bICOKOOENKOBbIX NPOOYKMOE (Msca, pbibvl, meopoea, AuY, MONIOYHbIX
npooykmos, 060006biXx U mM.0.), Ol NAYUEHMO8 cmapuie 00HO020 2004 — CMpolue

02panudenUs 8 UCNONb30BAHUU 8bICOK0DENK08bIX npodykmos [1,10,11].

PexomennoBana  oOsi3arenpbHas ~— KoMIleHcanwsi — gedummra  Oenka  3a  CUET
CHeIHaTM3UPOBAHHBIX CMECel Ha OCHOBE aMHHOKHCIIOT, COOTBETCTBYIOIINX BO3PACTHBIM
MOTpEeOHOCTSM pebeHKa B OCHOBHBIX MHIIEBBIX BEIIECTBAX M JHEPrHUH, HO HE
COJIEp>KaIllX METHOHWH, TPEOHWH, BAJIMH, U30JCHIIMH. B Hauane jeueHus u B MEPUOJ
MeTaboMMYecKuX Kpu30B B TedeHue 24 — 72 vacoB (He Oomee!) MCHOIB30BATh TOIHKO
CIeNHATM3UPOBAHHYIO0 cMeCh aMuHOKuCoT [1,10,11]

(Cuna pexomenaauuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)
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C 1menpl0 MOJJEPXKAHUS TMPOIECCOB aHA0ONMM3Ma M TPEJAOTBPAIICHUS Pa3BUTHS
MPOIIECCOB KaTaboM3Ma PEKOMCHIOBAHO OOECICUEHHE JOCTATOYHOW HEPreTHUYCCKON
IIEHHOCTH PalliOHa B OCHOBHOM 3a c4eT yrieBoioB [1,2,10].

(Cunia pekoMeHAaUMU A; ypOBeHb YOeIUTEIbLHOCTH 10KA3aTeabCTB |)

PekoMeHi0BaHO oOrpaHmdeHue KBOTBHI kXHpOB 10 50-60% OT BO3pacTHBIX CYTOYHBIX
nmoTpeOHOCTEH BO M30CKAHWE HAKOTUICHHWS] TMPOTHMOHOBOW KHCIOTHI - TMPOAYKTa [-
OKHUCJIEHUS JKUPHBIX KHUCIIOT C HEYETHOW JUIMHOM Ienu. B kauecTBe MCTOYHHMKA KHUpa
MPEANOYTUTEIbHEE UCIIOJIb30BaTh pacTuTenbHbIC macia, coJiepKaliue
MOJIMHEHACHIIIICHHBIE JKUPHBIE KUCIIOTHI (ParicoBoe, JIbHSHOE, OTMBKOBOE, MOJICOTHEYHOE
u np.) [1,10,11].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

PexoMmenmoBano oOecmeueHne IaldeHTa JOCTATOYHBIM KOJWYECTBOM O KUIKOCTH
[1,10,11].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

PexomenmoBaHo oOecrieuuTh qpOoOHBIE KOPMIICHHUS 0€3 [UTUTENBHBIX HOYHBIX IIEPEPHIBOB
BO M30€KaHUE rojoAaHust, 0COOCHHO Yy JAeTel TPyJHOTO U paHHero Bo3pacta [1,10,11].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

B MexnpucTymHbId TEpHOJ]] AUETOTEPANUI0 PEKOMEHJOBAHO OCYIIECTBISATH B
COOTBETCTBHH C BBIIICOMUCAHHBIMU TIpuHIMaMu [1,2,10]

(Cuna pekomenganuii C; ypoBeHb yoeauTeIbHOCTH JoKa3aTeabeTB 1)
KommenTapumn: ob6wuii 0Oenoxk JneuebHO20 payuoHa paccuumvléams UCX00 U3
gospacmuulx nompedonocmeu pebenxa [2] (Ilpunoscenue 12), a maxdce ¢ yuemom
MOoNlepaHmHocCmuy  nayueHma K Oenxky 6 3asucumocmu om Gopmsl 3ab0ne6anus U
maAdMCecmu e2o meyeHusl.

Keoma 6enka namypanvhvix npoOyKmo8 HA3HAYAEMCA C  Y4emom MUHUMATbHOU
nompebHOCmU 8 NAMO2EHeMUYeCKU 3HAYUMBIX ~AMUHOKUCIOMAX — MemuoHUHe,

mpeonune, eanune, usonetyune (Ilpunoxcenue I'3).

PCKOMCH,Z[OBaHO MMOJIb30BAaThCA OOAHHUMU CIIPABOYHBIMHU MaTCpruajiaMu 110 XUMHUYCCKOMY
COCTaBy NPOAYKTOB, TaK KaK B Pa3HbIX CIIPABOYHHUKAX JAHHBIC MOT'YT OTJINYATbCH.

(Cuna pexomenganuii C; ypoBeHb yOeauTeIbHOCTH JoKa3aTeabeTs 1)
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MeouxamenmosHoe nevenue

[Ipu ycraHOBICHHWH OUArHo3a METHIMAIOHOBOW alMIypUUd PEKOMEHIOBAHO MPOBECTH
npoOHOe JiedeHue BHUTaMHUHOM Bip nmst ompenenenus ¢opmbl 3a0oieBanus - Bia-
pesuctenTHas win Biy-3aBucumast [7,8,10]

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIHLHOCTH I0Ka3aTeabCTB 1)
KommenTapmii: ¢ smotii yenvro naznauarom kopomxuii Kypc (8-10 oueti) sumamuna B1s 6
0oze 1 me/cym nod Kommpoiem YpoeHs NpONUOHUIKAPHUMUHA 6 KPOBU U IKCKpeyuu
Memuamanonogou xuciomsl. CHudicenue smux nokazamenei Ha 50% u 6onee om
UCXOOHLIX YpOBHeU ceudemenvcmeyem o Biz-3aeucumoii opme 6onesnu. lemam c
VCMaHo8ieHHol  Biy-3a6ucumoii  popmou MemuimMaioHo80l ayuoemuu HAa3Ha4arm
onumenvbHoe aevetue BUMamuHom By 6 cpeonetl 0oze 1-5 me/cym. (8 omoenvbHbixX cyyasx
0o 15 me/cym.).

Bonee s¢pgpexmueno npumenenue axmusHvlx opm umamuna — SUOPOKCUKOOAIAMUH,
Memuakobaiamun, adenosunkooaramur (kobamamuod). Kax npasuno, nayuenmam
O0ONOIHUMENbHO HA3ZHAYAOM OuemuyecKoe edenue ¢ YMepeHHbIM o2paHudenuem benka
HAmMypaibHvlX Npooykmoe (nanpumep, oo 1,2 2/ke maccel). B mabauye T npuseden
npumep OUHAMUKY IKCKpeYUU MemuimMaioH080U KUciomol y 001bH020 ¢ B1-3a8ucumoi
u o6onvHoco ¢ Biz-pesucmenmnou gopmamu MMA nocre e/m 6gedenus 1 me

yuanokobanamuna 6 meuenue 8 OHell

Ta6nauna 2 - JluHamMuUKa SKCKPEIHMH METUIIMAIOHOBON KHUCIOTHI C MOUYOU Y OOJIBHBIX C

pazHbeiMH popMaMu 3a00IEBAHUS

ConeprkaHre METUJIMAIIOHOBOM KHUCIIOTHI B
Moue
Dopmbi bose3HH (MMOJIB/MOJTE KpEaTHHUHA) Hopma
Jlo neyeHus Uepes 8 auen
MIPUMEHEHUS
B12
B1>-3aBuCcuMasn 2020 480 <2
Bi2-pesucrenthas 3200 3180 <2
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e C 1enpl0 YCHIICHUS CBS3BIBAHHSI MIPOITMOHOBOTO paanKaia U YCTPAaHESHUS! KApHUTHHOBOU
HEJIOCTATOYHOCTH OOJILHBIM HA3HAYAOT OOJbIINE 03l KAapHUTHHA. PekoMeHmyercs
UCII0JIb30BaTh TOJIBKO L-hopmbl kapHuTHHA (JIeBokapHuTHH) [7,8,10].

(Cuna pexomenaauuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

KommenTapmii: oemu panneco 6o3pacma noayuarom negokaprHumur uz pacuema 80-100
Me/ke maccel mena 6 cymku 3a 2-3 npuema, Odemu cmapuezo eospacma - 50-80
me/xe/cym. Cymounas 0o03a He 0oaxcHa npesviuwams 3 2. Tepanus npoeooumcs

HEeNnpepul8HO.

e C 1enpl0 TMOJABJICHUS AKTHBHOCTU KHUIIEYHOH (IOphl OOMBHBIM PEKOMEHIYETCS
MPOBEICHUE KYPCOB Tepaiy aHTHOAKTeprualbHbIMU Tipenapatamu [7,8,10].
(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIALHOCTH I0Ka3aTeabCTB 1)
Kommenrapmii: yuumvisasn, umo okono Y% xoauuecmea nponuonamog obpaszyemcs 6
KUleyHuke noo 6lusHuemM QYHKYUOHUPOBAHUS MeCMHOU OaKmepuaibHou @aopol,
O0ONOIHUMENbHBIM ~ CHOCOOOM — KOppeKyuu obMeHa Ae1aemcs aHmubaxmepuaibHasl
mepanus. Haznauaiom amnuyuinun’™® ¢ eospacmuoti 0osze ¢ meuenue 8-10 Onen unu

2IC, 6K

mempoHuoazon” " 6 doze 10-15 me/ke/cym 6 meuenue 10-14 oueti; uepes 3-4 nedenu Kypc

noemopsom.

e JIONOJHHUTEIBHO B KOMILIEKCE JIEUECHMs JET€H PEKOMEHJOBAHO NPUMEHSTH TIIMIUH,
KOTOPBIH, TOJJOOHO KApHUTHHY, 00J1a/1aeT CIIOCOOHOCTHIO KOHBIOTUPOBATH IPOU3BOIHBIC
OpPraHUYECKUX KUCIOT.

(Cuna pexomenaauuu C; ypoBeHb yoeauTeabHOCTH Joka3areabers 11)[7,8,10]
Kommenrtapuii: Cymounas 0oza 6 cpeonem cocmasisiem 300-600 me/cym 6 meuenue
OnumenvbHo2o pemenu (4-6 mec.), maxace HAZHAYAIOM UZ0LEUYUH U 8ATIUH NPU UX HUSKUX
Konyeumpayusax 6 kKposu (Hudce 100-10 mxmonwv/n. Ilo noxazanusm ucnonav3yrom
AHMUKOHBYIbCAHMbL,  8O3PACHIHbIE 003bl  BUMAMUHOE U  BUMAMUHHOMUHEPATbHBIX
Komniaekcos. Hoomponnuvle npenapamul HA3HAUAIOM C OCMOPOACHOCMbBIO 80 U30EHCaHue
nPOBOKAYUU INULENMUYECKUX NPUCTYTNOS.

3.2 JleyeHue B Nepuoa MeTad0JINYeCKOro Kpu3a

Ilpu yeposze unu 6 crayuae pazeumus MemaboOIU4ecKo20 Kpuza Jedenue OO0JIHCHO
HAUUHAMbCA  He3amMeOaumenvHo. JleueOnvle Mmeponpusmus HAnpasienvl HA NpeKpaujeHue

06p030661HM}Z U HAKONJIEeHus MmMOKCUYHbIX Op2AHUYECKUX coeOuHeHull U 6bléedeHUe Ux U3
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opeanusma. Pooumenu OondcHbl  ObimMb  00YYeHbl NPABUIAM  OP2AHUAYUU MEPanuu 8

MeACNPUCMYNHBIU NEPUOO U 8 NEPUOOD Y2PO3bl MeMADOIULECKO20 KPU3d.

Taxmuka neyeHus Oemeil 6 nepuod Kpu3a 6KIYAem KOPPEeKYuro Ouemomepanuu,

aKmueayuro CeA3bl6AHUA HAKANJIAUSANUWUXCA OPcAHUYECKUX KUCIom nymem YeelUudeHUusl 0030l

JIeBOKApHUmMUHa u cZ2iuyurnda, KOoppeKyuro Memabonuuecko2o auuc)o3a, cunepammonuemur u

600H0'3]Z€Kmp0ﬂumelx HapymeHuL?, O0ONOHUMENbHOE 88€0CHUe 2TIIOKO3bl OJIsl 3H€p2€mull€CKOL7

I’lOOO@prCKM U YMEHbUWEHUS UHMEHCUBHOCNIU NPpOYeCcCo6 Kamaboausma.

PexomengoBaHa SKCTpeHHass TOCHUTAIM3ALMSg U HE3aMEMJIUTENbHOE MPOBEICHUE
MHTCHCUBHOW Tepamuu MpH Yrpo3e WM B Ciydyae pa3BUTHS MeTabOJIMYECKOro Kpusa
[7,8,10].

(Cuna pexomenaanun C; ypoBeHb yOeauTeIbHOCTH J0Ka3aTeabCeTB I1).

Pekomennyercss oOecnednTh BBICOKOKAIIOPUWHOE TMUTAaHUE H TOJIHOE HCKIIOUEHUE
MaTOTCHETHYECKH 3HAYMMbIX aMUHOKHCIIOT U3 pairoHa [6].

(Cuna pexomenaanuu C; ypoBeHb Y0eIUTEILHOCTH A0Ka3aTeabeTB I1).

PexomeH0BaHO TepeBecTH peOCHKA HA NMUTAHWE MCKIIOYHUTEIBHO CMEChIO aMHUHOKHCIOT
0e3 u3oJIeiiinHa, MCTHOHMHA, TPEOHUHA U BaJIMHA, HO He OoJiee yeM Ha 24-72 yvaca [6].
(Cuna pexomennanuu C; ypoBeHb Y0eTUTEJILHOCTH A0Ka3aTebCTB 1),

KommenTapuii: Cobarodams pesxicum OpoOHbIX U 4ACMbIX KOPMIEHUL C NPOMENCYMKAMU
MedHcoy Kopmaenuamu 2-3 uacd, 603MOICHO HENPEPbIBHOE KANEIbHOEe BCKAPMIUBAHUE Yepe3
ungyzomam. Ilpu Hanuuuu cpvleueanuil, p8omvl, omKaza om eobl — KOpMIeHUue uepe3

Ha302acmpaﬂbnblﬁ 30HO UIU cacmpocmomy,

PekoMeH0BaHO CHU3UTH KOJMYECTBO OOIIETO MOTPeOIsSeMOro MUIIEBOrO0 Oelka, HO He
HIOKe Oe30macHoro ypoBHs (tabmuia 3) [6].

(Cuna pexomenaanuu C; ypoBeHb Y0eTUTEILHOCTH A0Ka3aTeabCTB I1).

KommeHnTapuii: ob6ecneuenue evicokokanoputinozo numanus (mabauya 8) 3a cuem
ucnonvzosanus 5-10% 0excmposvl’™, 210KO30N0IUMEPHBIX PACME0POE (MALbIMOOEKCMPUH)
8 OONONHEeHUe K CMecu HA OCHO8e AMUHOKUCIOM, pacdem Npou3BoOUmcs Ucxoos u3
kanoputnocmu 1 2 yeneeodoe = 4 xkkan, 1 e maremodexcmpuna npupasrueaemcs K 1 e
yene0008. Bozmooicno napenmepanvroe 8gedenue y2neeo0os (3%-10% enokosvl), a maxoice

aunuoog 0o 1 e/ke/cymxu;
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e Pexomenoosano uepe3z 24-72 yaca om Hauana jedenus NOCMeENneHHo 6800UMb NPOOYKMb,
cooeparcawue Hamypavhwlil 6enok [6].
(Cuna pexomenaanuu C; ypoBeHb Y0eTUTEILHOCTH A0Ka3aTeabeTB I1).
KommenTapmii: 6enxku 6so0samcesa u3z pacuema s HeoOX00uM020 CymouHo2o obvema — 8
nepeviil 0env, %> - na 2-3-1i Oenv, ¥ - 3-4-u densv, danee 8 nonHom obveme. Mcmounuxom
HamypanoHo2o Oenka 0isi 0emel Nepevlx ulecmu Mecayes HCUHU AGNAemcs MAmepuHcKoe
MOJIOKO/0emcKas MOJIOYHAsL CMecCb, O Oemell 8MOpo20 NOAY200Us HCUSHU — TMAKHCe
HU3K00DENIKOBble NPOOYKMbl NpuKopma, Oas Oemeli cmapuie 200a - HUZKODEIKOBble
(kpynol, @dpykmol,  pacmumenvHble MAcia) U

cneyuailusupoeaHtnvle I’lpOdyKn’Ibl HA OCHO6€E Kpaxmaioes.

Hamypanvhvle  NPOOYKMbl ogowu,

e C menpl0 TOJIEPXKAHUS COOTBETCTBYIONICH HHEPreTUYECKOW IIEHHOCTH palldoHa
PEKOMEHIOBAHO TPOIOJIKATh HCIIOJIB30BaTh MAaJbTOJCKCTPUH, a TaKKe HHU3KOOEIKOBbIE
IPOAYKTHI Ha OCHOBE Kpaxmaia [6].

(Cuna pexomenaanuu C; ypoBeHb Y0eTUTEILHOCTH A0Ka3aTebCTB I1).

° B nepuoa BbIXOJAa U3 MGT&6OJ’IH‘I€CKOI‘O Kpu3a Iuiia JO0JKHa HWMCETh IMaJdllyro
KyJUHapHYI0 00paboTKy. PekoMeH10BaHO TOCIEayIOIee YBEINYCHUE KBOTHI HATYPaIbHOTO
Oenka B paloOHE MPOBOIAT IO Mepe CTAaOMIHM3allud METa0ONMYEeCKUX HapyIICHUH, B
COOTBETCTBUH C HYTPUTHUBHBIM CTATyCOM PEOCHKA U €r0 IBUTATEIbHOM aKTHBHOCTHIO [6].
(Cuna pexomennanuu C; ypoBeHb Y0eTUTENLHOCTH A0Ka3aTebCTB 1),

[ ]
Ta6muma 3 - bezonacHbIil ypoBeHb OTPEOIEHUS O€IKa M TOTPEOHOCTh B DHEPTUU y JIEeTEH

pa3IMYHOrO BO3pacTa ¢ METUIIMAJIOHOBOH aluieMueii B nepruoa Metadonnueckoro kpusa [10]*

0-12mec 1-3 roma 4-6 net 7-10 et 11-18
Bo3spact

OO6muit 6emoK r/Kr/cyT 18-131 13-1,2 1,1-10 |1,01-0,99 | 1,14-0,99
DHeprust 150-120 110-80 80-70 60-40 60-50
Kxan/kr/cyTku
KunkocTsb 120 100 1200- 1500- ot 2000
(B T.4. BOZIa, MJI/KT/CYT | MII/KT/CYT 1500 2000 MJI/CYT
TJTFOKO30COJICBBIE, MJI/CyT MJI/CyT
TIIFOKO30TOTMMEPHBIC
pacTBOPHI)

*- amantupoBano u3 Matthias R Baumgartner et al. 2014.
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PexoMeH10BaHO YBEITUYHTD 103y JCBOKapHUTHHA [6].

(Cuna pexomenaanuu B; ypoBeHb yoequTesbHOCTH T0Ka3aTeabeTB |1)
KommenTapuu: oz akmusayuu cesa3618aHus HAKANIUBAIOWUXCSA OP2AHUYECKUX KUCLOM
U KOppeKyuu ocmpoii 2UunepamMmorHueMuy 1e60KApHUmMuH Haznayarom ooatocio 100 me/ke
maccwl mena u oanee noooepxcusarowyio 003y 100 me/xe/cymxu. Ilpeonoumumenvho
BHYMPpUBEHHOE U  GHYMPUMbLUEYHOe 66edenue npenapama. ILlenv mepanuu —
noooepicanue cooepicanus c80000H020 KAPHUMUHA 8 KpOBU Gbliie HOPMATbHbIX
3HAYeHull OISl YCUNEHUSI CBA3bI8AHUS HAKANIUBAIOWUXCA NPONUOHUN-DAOUKANO8 U UX

6bl8eOeHUsl U3 op2anuIma 6 guoe NpoOnuUOHUJIKAPpHUMUHA.

PexomennoBano yBenuuuth 103y rauimHa 10 100-200 mMr/kr amis ycuneHus 00pa3oBaHus
TJIMIMHOBBIX KOHBIOIaTOB Oprannyeckux kucior [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)
Kommenrapuii: [lpu ucnonvszoganuu yKazawHou 003bl YMepPeHHOe NOGblULeHUE YPOBHS.
9MOU AMUHOKUCIOMbL 8 KPOBU He ABNIAEmcsi OCHO8aHUuem OJisi OmMeHsl npenapama. B
cayuae HazHauerus 6oJiee 8blCOKOU 003bl 803MOINCEH HeOIAONPUAMHbIL d¢hghekm 6 eude

noselenus rtemapecuu u amakcuu, 06yCJZO@JZ€HHle UpE3MEPHbIM HAKONJIEHUEM CTUYURA.

Koppekuuio metabonnyeckoro amuao3a peKOMEHI0BaHO OCYLIECTBIISTh BHYTPUBEHHBIM
BBEJICHUEM ILEIOYHBIX PAacTBOPOB HaTpHs Tuapokapbonara™, Kamus xsiopua+Harpus
rugpokapoonar+Hatpus xnopun [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)
KommenTapuii: HaTpus eudpokapbonam npumensiemcs 6 euoe 8,4% u 4,2% pacmeopa
onst yooocmea nepepacuema na umons NaHCO. Ez2o do3upoexka (Mmoab) onpedensemcs
no ¢gopmyne: (-BE) X macca mena (ke) X 0,3. Kpome mozo, 60onvHbIM pexomendyemcs
WenoyHoe numve — pacmeop coovl u3 pacuema -1 uatinas noscka na 200 ma 800wi,
wenoyHvle MuHepanvhvie 600bl. MooicHO ucnonvzoeams 66edenue coovl 8 8uoe
pexkmanvhulx ceeueli. Pecynapno (kaxcovie 6-12 uacos 6 3asucumocmu om msaxcecmu
COCMOSIHUS) KOHMPOIUPYIOM NOKA3amMeNU KUCIOMHO-0CHO8HO20 COCMOSIHUSL KPOBU.
Koppexyus 600Hn0-21eKkmporumuvlx Hapyulenut, SunepamMmoHuemMuy U dHepeemuiecKot

Heo0oCmamo4yHOCHIU.

Jlnsg  ycTpaHeHUs TUIOTHApATallMM PEKOMEHJOBAaHO Ha3HAY€HUE BHYTPUBEHHO

(U3HOIOTMYECKOro pacTBOPa, UCHOIB3YS CIEAYIOINNA pacyeT B 3aBUCMMOCTH OT MaccChl
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pebenka: 100 mur/kr/cytku (macca <10 xr); 1000 mn + 50 MUI/Kr Ha TOCIEIYIOIIHIA
kwiorpamm mocie 10 kr (macca 10-20 xr); 1500 ma + 20 MiI/Kr Ha TOCHIEIYIOUTUN
kuorpamm mocie 20 kr (macca >20 xr) [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

B ciyyae TsKENOM WHTOKCHKAUMM JUIS JIydIled SIMMHHAIMHA HAKAIUTABAOIIMXCS
MMpONMMUOHATOB U METHIMAJIIOHOBOM KHCIOTBHI PCKOMCHAOBAHO MUCIIOJIB30BaTh MCTO/
(bOpCI/IpOBaHHOFO anypei3a ¢ JOMOJIHUTCIIBHBIM BBCACHUCM KHUAKOCTH W HA3HAUYCHUCM
bypocemuma”™ ™
[7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

B no3e 1-3 mr/kr 1-2 pa3a B CyTKku (C MHTEpBAJIOM HE MeHee 6-8 dJac)

C uenpi0 yCTpaHEHHUS SHEPreTHYecKoro neduiuTa U CHIDKEHHUS YPOBHS aMMHaka B
KpPOBM PEKOMEHJO0BaHO BHyTpuBeHHOe BBeneHue 10%-20% pacTBopa IUIIOKO3bI U3
pacuera 20 mu/kr ¢ uacyaunom™ ™ (1 Ex/8 r rirokossr) [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)
KommenTapmii: [locne 08yxuacosoco 6sedeniist pekomeHoyemces KOHmMpoJib COOepPHCAHUSL
JIGKMama u 2noKo3sl 8 Kposu; 00NYCMUMO NOO0epHCUBAMb YPOBEHb 2I0K03bl ebiuie 3,3

MMONB/TL Y HOBOPOHCOCHHBIX U 5,5 MMOAL/1 — Y CIMapuux oemet.

ITpu ypoBHe ammuaka B KpoBHU Bbimie 200 MKMOJIB/JI JOMOJHUTEIBHO Ui CTUMYIISLIAN
CHHTE32 MOYEBUHBI PEKOMEHJIOBaHO BBeAeHUEe apruHuHa (250-300 wmr/kr) wmm
muTpyuaHa (350 mr/kr) [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

PexoMen1oBaHo HazHaueHue GoareBoi Kuciotel™ “ 0,1 Mr/Kr/cyTku, nmupugokcuna’™
5 mr/cyr [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

PexomenoBaHo o0s3aTenpHOE MPOBEACHUE KOHTPOJISI YPOBHS HATPHUS M Kalusl B KPOBU
[7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

I[J'DI Ooiee 6I>ICTpOI‘O BBIBCACHHA TOKCHYHBIX MeTaGO.HI/ITOB, CHUXCHUSA YPOBHA MOHOB

AMMOHHA B KPOBHU MAIMECHTAM, HaXOoAAIIUMCA B COCTOSIHHUH OCTPOIO MeTa00JINIECKOro
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Kpu3a, pPCKOMCHIOBAHO MNPOBCACHUC TICPUTOHCAIILHOTO AHUAIN3a WK TICMOAHATIN3a
[7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH T0Ka3aTeabCTB 1)

3.3 Xupypruueckoe Je4eHue

[Ipn TsOKETOM TOpPaXEHUHM TOYEK, IUIOXO KOPPEKTHPYEMBIX METaO0INYECKUX
HapyLIEHUSX PEKOMEHJOBAHO PACCMOTPETh BOMPOC O TPAHCIUIAHTALMU MEYEHU U IOYEK
[7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

Bo Bpems mpenonepaimoHHON MOATOTOBKH, aHECTE3MOIOTUUECKUX TTOCOOUN U B IPYTUX
CiTyJasix, Korja TpeOyeTcsl YUTMHUTD MepUo/ TOJ0IaHusI PEKOMEHIOBAaHO BHYTPHBEHHOE
BBEJICHUE PACTBOPOB TIIFOKO3BI M AJIEKTPOIUTOB U3 pacyera 8-10 Mr/Kr/MUH 7S JeTei
MIEPBOTO ToJa )KU3HM, 6-7 MI/KT/MHUH — 1Jis geTeit ot roga 1o 10 net, 5-6 Mr/kr/MuH — is
nerei crapue 10 ner [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

3.4 UHoe jneyenue

PexoMeH10BaHO TIPOBECHHE MEPUTOHCATHHOTO HATN3a UITH TeMOTHAITHA3a

(Cuna pexomenaanum C; ypoBeHb yOeanuTeIbHOCTH J0Ka3aTeabCTB 11 )

KommeHnTapuu: npoyedypa npogooumcs npu omcymcmeuu Obicmpou noJ0HNCUMenbHOl
peakyuu  HA  UHMEHCUBHYIO — Mepanuro,  COXpAaHsowemcs  Kemoayuodose U
aunepammonuemuu, 0nsi bonee dPHexmusHoco 8vigedeHUss MOKCUUHBIX MemaboIumos
npogoosm. Ilpu Huskoul 3¢ghekmusHocmu OnUmenrbHoO nPoBoOUMO20 KOHCEPBAMUBHO2O
JleYyeHUuss U HAPACMAHUsL NeYeHOYHOU U NOYeYHOU HeOOCMAMmMOYHOCMU BO03MONCHA

mpancniaumayusl nedvenu U nodex.

4. PeaOniuranus

[Tanmertam ¢ MMA peKOMEHIOBaHO TPOBEJICHHWE PEAOUITUTAIMOHHBIX MEpPOIPHUSATHH,

HanpaBJIeHHBIX Ha noaep:kanue Gpynxmun HHC.

PekoMeHI0BaHO TMPOBEACHUE TICHXOJIOTHMUYECKON MOAMEPKKH W OOy4YeHHUS pOIUTENCH
MpaBWjiaM OpPraHU3alHMHM IOMOIIA W JUETOTEpAllUd B MEXIPUCTYNHBIA NEPUOT U B

MEpUOJT yrpo3sl MeTaboanueckoro kpusa [1,6,10].
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(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)
5. IlpopuaakTrka v JUCNAHCEPHOE HADIIOeHUE

5.1 Ilpodpnaakruka

HqubuﬂaKmull€CKu€ MePblL BKIIOYAOm MeOuKo-2eHemu4ecrKoe KOHCYTbmuposarnue ceMeL?,
npenamaibHyro u/unu npeumnianmayuoOrHyo OMCZZHOCMMK)/, Komopble npoeodﬂmc,q C nOMouyvbro
MONEKYIIAPHO-2EHEMUUECKO20 uccnedosanus buonmama XOPUOHA C YEeJIbI0 8blAGNIEHUEM MymayUu
coomeemcmeyrnmux 2eHoes. B pﬂc)e crydaes,  YCmaHhoBleHUue NnepeuvHoco MOJIEK)IAPHO-
ceHemuvdecKkoco ()egbekma noseojisient CKoppekmupoesanio makKmuky geoenus 6€p€M€HHOCl’I’lu.

Heonamanvnuiii cxkpunune 6 Poccutickou @edepayuu e npo8ooumcs.

5.2 MOHMTOPHMHI COCTOSHUS NanueHToB ¢ MMMA

e B mpomecce KOMIUIEKCHOTO JICUEHHS] PEKOMEHIYETCSl OCYIIECTBISATh KOHTPOJIb
MoKasareje KIMHHYECKOTO aHaiu3a KpPOBH, YPOBHS TeMOrjoOuHa, oOmiero Oernka,
abOyMHHA, TIIOKO3bI, CBIBOPOTOYHOTO JK€Je3a, AJIEKTPOJIUTOB, JAKTaTa, aMHHOKHCIIOT,
CBOOOJHOTO KapHUTHHA W TMPONUOHWIKAPHUTHHA, KOHTPOJIMPOBATH ITapaMeTpPhl
KHCJIOTHO-OCHOBHOTO COCTOSIHHSI KPOBH, TIPOBOAMTH OIPEICIICHUE TOUYECYHON IKCKPEIIHU
METHJIMaJIOHOBO# KucioTsl [7,8,10].

(Cuna pexomenaanuu B; ypoBenb yoenuresbHOCTH q0Ka3aTeJbeTB |1)
Kommenrapmii: kpamnocms nposedenusi ananuzos 3a8ucum om coCmosiHusi pebeHKd, Ho
8 Nnepuoo UH@EKYUOHHLIX 3a00]e8aHUl, MemabdoIULecKo20 Kpu3a onpeoeienue
AMUHOKUCIOM U KAPHUMUHO8 ocyujecmensaiom He pedxce | paza ¢ 7-10 owuetl, KIC -
exHCeOHe8HO 00 cmabunusayuu noxkazameneu. Yposuu MemuoHuHa, mpeoHuHd, 8alUHd,
uzoneuyuHa 6 Kpoeu 6 pesyivmame JeyeHus OOMNCHbL OblMb NPUOTUNCEHbI K
peghepercHbiM 803pacmMHbIM 3HAYeHUsAM (mabauya 3), 0cCOOEeHHO 8aNCHO 0becneuusams
HOPMAbHBIU  CbIBOPOMOYHBIUL YPOBEHb AMUHOKUCIOM C PA38EMEIeHHOU Y2lepoOHOU
yenvro. Tax, neoocmamounoe nompebieHue deixka u deuyum u30NeUYuHa s6IAHMCs
NPUYUHOL  PA36UMUSL  MANCEN020 AKPOOEpMamuma U CLysHcam OCHOBanuem OJis
00NoIHUMENbHO20 88edeHuUss 8 payuon numanus L-uzonetyuna ¢ 0oze 50-100 me/cym 6
3asucumocmu om cmeneHu oepuyuma.

Ta6auna 3 - PedepeHcHbIe 3HaUCHUS U30JICHIIMHA, METUOHIHA, TPEOHWHA M BaJIWHA B TIJIa3Me

KPOBH 3JI0POBBIX JieTeil [1]

AMMHOKHCIOTa YpoBeHb B I1a3Me KPOBH
MKMOJIB/JI ‘ mr/100 ma
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H3oneiiuun 25-105 03-14
Mertunouun 18 — 45 0,3-0,7
Tpeonun 45 - 250 0,5-3,0
Banun 65 — 250 0,8-29

[Tokazarenh CBOOOJHOTO KApHUTHHA PEKOMEHIIOBAHO TMOJMJEPKUBATH HA BBICOKOM
YPOBHE, TPEBBIIIAIOIIEM TPAHMIIBI, OTIPEIEICHHBIE IS 310pOBLIX aerei [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)
KommeHnrTapmii: smo obecneuusaem 0emoKcukayuoHuyro @YHKYuro KapHumuHda,
Vayuuwiaem CceA3vleaHue U Gbl@eOeHUe U3 OP2AHU3MA MOKCUYHLIX NPONUOHOBbIX
npou3eoonsix. Ilpu ucnonvb306anuu 8bICOKUX 003 B03MONCHO pazsumue d¢)pexmos 6 euoe
MOWHOMbL U HENPUAMHO20 3anaxd. YKazaHuvie s6ieHUsi NPoXOOam NOCie CHUNICEHUS!

0030l.

Bo wusbexanue karaboim3Ma HEpPEOKO PEKOMEHJIOBAHO PACCMOTPETh BOMPOC 00
OpraHu3ali MHUTAaHUS Yepe3 30HJ WM TacTpOCTOMY, a TaKkkKe 00eCreYeHUH HOYHOU
THIEPATUMECHTAIIMA C HWCIOJb30BAHUEM CICHUAIBHOW TIOMIIBI JIJISi  TIOCTOSIHHOTO
BBEJICHHS ITUTAHUS U TIIIOKO3bI, MATBTOAEKCTPHUHA M APYruX pactBopos [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

PexomenoBaH peryasipHbIii KOHTPOJIb HYTPUTHBHOTO CTaTyca C KOPPEKIMEH MUTaHUS B
3aBUCHMOCTH OT COCTOSIHHSI peOeHKa M ero ToJepaHTHOCTH K Oenky. KoHTpomib
(aKkTUYECKOT0 MHTAaHUA (XUMHUYECKOTO COCTaBa palMoHa) I MPEIypeKICHUS
pa3BUTHUS NE(DUIMTHBIX COCTOSHUM MPOBOAAT y JIeTeld B pPEaHUMAIIMOHHOM IEpUOJIC —
€XKEHEBHO, Y JIETe MEPBOro roja *u3Hu - He pexe 1 paza B 7-10 gHeid, y MaMeHToB
crapie 1 romxa— 1 pa3 B 1-3 mecs [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

bonpHBIE ¢ METHIIMAJIOHOBOW allUACMHUEN MPEAPACIIONOKEHB! K PA3BUTHIO OCTEONOPO3a
u3-3a nepunnTa Kaablys 1 BuTamMuHa D, mo3ToMy peKoMeHI0BaH KOHTPOJIb 32 YPOBHEM
noTpeOeHnss BUTAMUHOB M MHMHEPAIbHBIX BEIIECTB U CBOEBPEMEHHAsl KOPPEKIMsS UX
nedunura [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIHLHOCTH I0Ka3aTeabCTB 1)

O6mmMu mpobsieMamu 1711 60IbHBIX ¢ MMA SIBIISIFOTCSL pBOTHI M 3aIIOPBI, O KOTOPHIE

PEKOMEHIOBAHO BOBPEMSI MX MPEJOTBpaIlaTh U KoppekTuposats [7,8,10].
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(Cuna pexomenaanuu C; ypoBeHb YOeAUTEJIHLHOCTH I0Ka3aTeabCTB 1)

e Kpome TOro, narueHTaM peKOMEHI0BaHO HAOI0IEHUE ICUXOHEBPOJIOTa JUIsl HA3HAYCHUS
CHUMIITOMAaTHYECKO Tepanuu, Hedpoiora, KapAuoJiora, TacTpPOIHTEPOJora B CBS3U C
PUCKOM TYOYJIOMHTEPCTHIMAIBHOTO He(ppHTa, KapAHNOMHOINATHH, NaHKpeaTura -
KOHTpOJIb 3a KJIMHMYECKHUMHU aHaimuzamu mouu (1 pa3 B 6 mec.), DOI, Oxo-KI', Y3U
BHyTpeHHHX opraHos (1 pa3 B rox) [7,8,10].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

Hemu ¢ memunmanonosoll ayudemueii 00bIYHO NONAOAIOM 6 OmOoeNeHue NAMoa0Ul
Ooemell paumHee0 803pACMA, UHMEKYUOHHOe OmOoeNeHue Ul PeaHuMayurd 8 COCMOSHUU
Memaboauiecko2o Kpusa, pazeusuie2ocs Ha hone Memaboauyecko2o ayuoo3a u SUno2nuKemMuu.

IIpooondxcumenvhocms — 20CNUMANU3AYUY  3A6UCUM  OM  CKOPOCMU — 8epughuxayuu
OUACHO3A, KOPPEKYUU MemaboIudecKux HapyueHul nymem nposeoeHus UHMeHCUBHOU mepanuu
U HaAYana NAamoceHemuyecKkou —Ouemomepanuu, d MaKdxice Om — CPOKO8  NOSAGIeHUs.
HOLONCUMENbHOU OUHAMUKY CO CIOPOHbI YEHMPATbHOU HEPEHOU CUCTEMbl U OPY2Ux OpeaHos,
CKOPOCMU 80CCMAHOGIEHUSL noKa3amelell 2I0K03bl KpOGU U KUCTOMHO-UeTOUHO20 COCMOAHUA,
omeem Ha Jlleuenue ommeuaemcs 6 meyenue 5-7 Ouell. [Ipebvisanue 6 cmayuonape 6 cpeoHem
cocmasnsiem 21 OeHv.

Ilocne evinucku u3 CcmMayuoHapa pebeHOK OONNCeH HAXOOUMbCS HA  dmane
amo6y1amopHO-NOTUKIUHUYECKO20 HAOMI00eHusi 'y neouampd, Heeponamonozd, 2eHemuxd,
OONbHBIE € CUMNMOMAMUYECKOU JNulencuel Hy#coaomes 6 HaOI00eHul dNUlenmonod.
Koncynemayuu  Opyeux — cneyuanucmo8 HA3HAYAOmMcs NO  nokasaumuam.  Edcemecsauno
Heobxoo0umo nposooums ucciedosanus KI[C «xposu, xoppekyuio JneuedOHO20 NUMAHUSL U
cumnmomamuydeckou mepanuu, 1 paz 6 6-12 mecsayes pexkomendyemcsi KOHMPOIUPOBANb
cooepoicanue NAmMoI0U4ecKUx MemaboIumos 6 CblBOPOmKe KpOSU UIU MOYe MemoOoM
MAHOEMHOU MACC-CNeKMPOMEMPUU.

Eoicecoono oemu oondicnuvr npoxooums  yenyOneHHyr0 OUCNAHCEPUIAYUIO 8 YCILOBUSX
OHeBHO20 cmayuoHapa (OaumenbHOCmMy 2ocnumanuzayuu He menee 10 cymox), ede maxoice
ocyuecmenAlomess  Heobxooumvle — peaburumayuonHvle meponpusmus. Monumopune 3a
cocmosnuem pebeHKa U adeK8amHOCHbIO MEPAnuu Npo8OOUMCs C HYACMOMOU, VKA3AHHOU 8

Ipunoscenuu I'4.
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6. lonotauTebHAS HH(POPMALNS, BIUAIONIAS HA TeYEeHUE U MCXO/T

3a00s1eBaHMA

be3 namocenemuueckozo neuenus 6 nepuod memadoaUuecKoco Kpusa nooaeiarouee
oonvuuncmeo Oemeu nozubaem. Ilpu ceoespemenHOU Koppekyuu U  npoQuiaKkmuxe
Memadonu4eckux — Kpuzos,  COOMOOeHuU U  CMpo2OM  KOHMPOLE  NAMO2eHemu4ecKol
ouemomepanuu U CUMRIMOMAMUYECKO20 JledeHUs NPOSHO3 OIS HCUZHU OIA2ONPUAMHBL.

IIpoeno3 cocmosanus u ypo8HA NCUXUHECKO20 PA36UmMuUsl OOIbHLIX 3A6UCUM O ANCECMU
u ¢opmer 3a6onesanus (Biy-pezucmenmnas ¢opma mut 0 omauuaemcs 6Oonee panmel
Manughecmayueli U HeCMaOUILHOCMbIO MeYeHUss 3a001e6AHUsL), BOBIEUEHUsL 8 NAMOIOSULeCKULL
npoyecc 6HYMPEHHUX Op2aHo8 (Nouku, cepoye, NOOXHCENYOOUHAs dicele3d), a MaKiHce CPOKO8
HAuana Ccneyualu3upo8aHHol mepanuu U Kayecmeda JedeHus, CnocoOHo20 npedynpeoums

npucmynbsl Memabonuyeckou ()eKOMneHcauuu.

Kpurepun xkayecrBa OneHKH MeAUIMHCKONW TOMOIIIH

z

Kpurepun kavyecTBa Cuaa YpoBeHb
pexoMeHaanuii | yOequTEIbHOCTH
JI0Ka3aTeJlbLCTB

1 | BeimosiHEHO onpeniesieHne YPOBHS aMUHOKHUCITIOT U A |
OpPraHUYECKUX KUCIIOT B CBIBOPOTKE KPOBU U
MaTOJIOTUYECKUX META00IUTOB B MOUE METOJIOM
TaHJIEMHOU MacC-CIIEKTPOMETPHUH IIPU YCTAaHOBJIICHUU
JarHo3a u jasee He pexe 1 pa3 B rof

2 | Ha3zHadyeHa queTorepanusi Ipyu yCTaHOBIEHHOM B I
nuarHoze MMA, nanee KOHTpOJIb HE pexe 1 pa3a B
roj

3 | HazHaueHo jeueHue JIeBOKApHUTUHOM MIPHU HAJTMUUU B |
MCIUIIUHCKUX MIOKa3aHWuil u OTCYTCTBHUU
MPOTHUBOIOKA3aHU I

4 | IIpoBeneno npoOHOE JieUeHHE BUTAMUHOM B1y miist B 1
TUarHocTuku Bi, -3aBrcumoit popmber MMA

5 | Ha3znaueno neyenue BuraMuHoM Bip nipu B - B |
3aBUCUMOM (hopme

6 | BeInoaHEHB! MEPONPUATHS HHTEHCUBHOW TEPANIUN B I
IPU META0OJINYECKOM KpU3€e
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Ipuaoxenue Al. CocraB paGoyeid rpynnsbi
1. bapanoB A.A. — akanemuk PAH, npodeccop, n.m.H., [Ipencenarens Mcnonkoma Coroza
neguatpos Poccun.
BopoBuk T.J. — n.m.H., pod., unen Mcnonkoma Coro3a neauarpos Poccun.
bymyeBa T.B. — 1.Mm.H., unen Coro3a neauarpos Poccun.
I'no6a O.B. - k.m.H., wien Coro3a nequarpoB Poccun.
Kypxosa H.B. — x.M.H., wien Coro3a neguatpos Poccun.
3axaposa E.1O. — 1.M.H., npod., wieH Accolranuu METUIIMHCKUX TeHETUKOB.
3BonkoBa H.I'. - k.M.H., unen Coro3a neauarpoB Poccun.

Ky3zenkoBa JI.M. - n.m.H., ipod., uieH Mcnonkoma Coro3a nenuarpoB Poccum.

© o N o U B~ w D

Kyues C.U. — un.-xopp. PAH, n.M.H., pod.

=
o

. Muxaiijgosa C.B. — 1.M.H.

[ERN
[ERN

. HamazoBa-bapanosa JI.C. - unen-kopp. PAH, pod., 1.mM.H. 3amecTuTenn
[Ipencenarens Mcnonkoma Coro3za neauarpos Poccum.

12. HukonaeBa E.A. - n1.M.H., pod., wieH Accolanuy MEIUIIMHCKUX T€HETUKOB.

13. HoBukos IL.B. - 1.M.H., ipo¢., 4eH AcColMayi MEIUIIUHCKUX T€HETHKOB.

14. IlymkoB A.A. - k.0.H., wien Coro3a neguatpoB Poccun.

15. CaBocrbsinoB K.B. - x.0.H., unen Coro3a nenuarpoB Poccum.

ABTOpBI NOATBEPKAAKT OTCYTCTBHE (PUHAHCOBOM MOAIePKKH/KOH(PINKTA HHTEPECOB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATD.
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Ipunoxenue A2. MeTom0/10rusi pa3padoTKu KINHUYECKUX PEKOMEHIANH

eneBasi ayTiuTOPpUs JAHHBIX KIMHUYECKUX PEKOMEHIaMii:

° neanatpsl (ko cnenuaigbHocT 31.08.19);

o Bpauu oOImel ceMmeiHol mnpakTuku (ceMeiiHas MeauIuHa) (KOJ CIEeHUaIbHOCTH
31.08.54);
° renetuku (kox cnenuaigbHocT 31.08.30);

. auetosord (ko cnenuaabHoctu 31.08.34);

. HeBpostoru (koj crieransHocTd 31.08.42);

. MEAMIMHCKUE ncuxoioru (kox cueruansaocta 19.00.04);
° nedexronoru (kox creransHocTH 44.03.03);

° CTYACHTHI MeAUIIUHCKNX BY30B, HHTEpHBI, OpIUHATOPHI,

Tab6auua 11 — YpoBHH yOeAUTENBHOCTH JOKA3aTEIbCTB

YpoBenn HcTouHMK 10KA3aTENbCTB

y0eauTeIbHOCTH

JA0KAa3aTeJIbCTB

(1) [IpocniekTUBHBIE PaHAOMU3UPOBAHHBIE KOHTPOJIUPYEMbBIE UCCIEAOBAHUS

JloctaTouHOoe KOJMYECTBO HCCICAOBAHHWM C JOCTAaTOYHON MOIIHOCTBIO, C
ydacTueM OOJIBIIOr0 KOJMYECTBA MAIMEHTOB UM IOJIYYCHHEM OOJIBIIOTO
KOJWYECTBA JTAaHHBIX

Kpynzsle meTa-aHanu3bl

Kak MuHMMYM OJHO XOpOLIO OPraHU30BAaHHOE PaHJIOMU3HPOBAHHOE
KOHTPOJIUPYEMOE UCCIIEOBAaHUE

PenpesenTaTuBHas BIOOpKA MAITUEHTOB

1 (2) [IpocnexTBHBIE ¢  paHgomu3anueil wnu  0e3  HCCIEAOBaHUA  C
OrPaHMYCHHBIM KOJMYECTBOM JTAHHBIX

Heckonbko HCCJ’ICZ[OBaHPII’I C HCGOHBLHI/IM KOJIMYECTBOM MIAIIMCHTOB
Xopo110 OpraHu30BaHHOE MPOCIEKTUBHOE UCCIICIOBAHUE KOTOPTHI
Merta-anannu3zbl OrpaHHU4YCHBI, HO IMTPOBCACHBI HA XOPOUICM YPOBHC
Pe3yﬂbTaTBI HC NPC3CHTATUBHBLI B OTHOILICHHUN L[eﬂeBOﬁ nomyJjdanuun
XOpoI1I0 OpraHu30BaHHbBIC UCCIICOBAHMS «CITY4ai-KOHTPOIIbY

11 (3) Hepanaomu3snpoBaHHbIE KOHTPOIUPYEMBIE UCCIIETOBAHUS

HccnenoBanus ¢ HeJOCTaTOUYHBIM KOHTPOJIEM

PangoMusupoBaHHble KIMHUYECKHE HCCIEIOBAaHUS C KaKk MUHUMYM |
3HAYUTEJIbHON W Kak MUHHUMYM 3 HE3HAUYUTEJIbHBIMU
METOJIOJIOTUYECKUMU OLTUOKAMU

PerpocrniekTuBHBIC WK HAOTIOIATEIBHBIE HCCIIETOBAHUS

Cepusi KIMHHYECKUX HAOTIOACHHMIA

[IpoTuBOpeunBLIE  JaHHBIE, HE  TO3BOJISIONINE chopMupoBatTh
OKOHYATEJIbHYI0 PEKOMEHIAIHIO
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IV (4)

Muenue  JKcmepra/JaHHbBIe U3

SKCHCPUMCHTAJIbHO IMMOATBCPKACHHBIC

OoT4YeCTa 3KCH€pTHOI>i KOMUCCHH,

U TEOPETHUUYECKU 00OCHOBAHHEIE

Taoauuna I12 - Cuna pexomeHaanui

Citna . | Onncanue Pacumgposka

pexoMeHaanmii
PexoMmenmanust ocHoBaHa Ha
BBICOKOM YpPOBHE JI0Ka3aTeIbHOCTU
(kak MUHUMYM | yOenuTenbHas Mertoa/Tepanusi mepBoOl JTUHUY;

A nyonukanus | ypoBHs 7100 B COYETAaHUU CO CTaHIAPTHOMN
JI0Ka3aTeJIbHOCTH, [I0OKA3bIBAOIIIAs METOAMKOM/Tepanuen
3HAUUTENIBHOE NPEBOCXO/ICTBO
MOJIb3bI HAJl PUCKOM)

Pexomennaiust ocHoBaHa Ha cpeiHeM | MeToj/Tepanus BTOpOii JINHUY;
YPOBHE JTIOKa3aTeIbHOCTH (KaK 00 MpHU OTKa3e,
MUHUMYM | yOenurenbHas MPOTUBOMNOKA3aHIH, UITH

B nyonukarus |l ypoBHs He?(h(PEKTUBHOCTH CTaHIAPTHOU
JI0Ka3aTeNbHOCTH, TOKa3bIBAOIIAS METOUKH/TepParuH.
3HAUUTENIBHOE MPEBOCXO/ICTBO PexoMeHyeTcss MOHUTOpUpPOBAaHKE
MOJIb3bI HAJl PUCKOM) MOOOYHBIX SBICHUI
Pexomennarust ocHoBaHa Ha cnabom | Her Bo3pakeHuit mpoTUB 1aHHOTO
YpOBHE J10Ka3aTeIbHOCTH (HO KaK METO/1a/Teparuy UiIH HET
MUHUMYM | yOenurenbHas BO3pa)KEHUU MPOTUB MPOAOIKEHUS
nyonukarus |1 ypoBHs JTAHHOTO METO/1a/TepaIiu

C JI0Ka3aTeJIbHOCTH, ITOKA3bIBAIOIIAS PexoMeH10BaHO TP OTKA3eE,
3HAYUTENIbHOE MPEBOCXO/ICTBO MPOTUBOMNOKAa3aHIH, UITH
MOJIb3bI HAJl PUCKOM) UTU HeAP(HEKTUBHOCTH CTaHAPTHOM
HET YOeIUTEIbHBIX TAHHBIX HU O METOIUKH/TepPaIiu, IPH YCIOBUU
M0JIb3€, HU O PUCKE) OTCYTCTBHS MOOOYHBIX d3PHEKTOB
OtcyTrcTBUE yOOUTENBHBIX
nyonukaruii |, 1| wm 1 ypoBHs
JT0Ka3aTeNbHOCTH, MOKa3bIBAIOLINX
3HAYUTENIbHOE MPEBOCXO/ICTBO

D HOJIB3bI HA/l PUCKOM, JTHO0 He pexomenoBano

ybemutenbubie myonukanuu |, 11 umm
Il ypoBHS n0OKa3aTeNbHOCTH,
IMOKA3bLIBAIOIINE 3HAYUTEIHLHOE
MIPEBOCXOJICTBO PUCKA HAJI MOJIB301
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IMpunoxenue A3. CBsI3aHHbIE JOKYMEHTbI

1. [Tpukaz MunszapascoupazButusi PO Ne 185 ot 22.03.2006 roga «O maccoBom
o0cie10BaHUY HOBOPOXKICHHBIX JETEH Ha HACIICCTBCHHBIC 3a00JICBAHUS»,

2. [Ipuka3 MuHucTepcTBa 374paBOOXpaHeHUs M couuanbHoro paszsputus PO ot 16
ampesst 2012 . N 3661 "O06 yrBepx)aeHuu [lopsika okazanus mexuarpudeckoi momomu"

3. [Ipukaz MunucrepcTtBa 3apaBooxpaHeHuss PD "OO6 yreepxkaenun Ilopsiaka
OKa3aHUs MEIUIMHCKONH IMOMOIIM OOJIbHBIM C BpPOXKICHHBIMH W (WJIM) HACIIEACTBEHHBIMHU
3aboneBanuaMu" ot 15 Hos0ps 2012 1. N 9170

4, ITocranoBnenue IIpaBurensbctBa Poccuiickori @eaeparuu ot 9 anpens 2015 roaa
Ne333 "O06 yrBepxkaenun [IpaBun hopmMupoBaHHS TMEpeyHs CIEIUATU3UPOBAHHBIX MPOIYKTOB

JIEYEOHOT0 MUTAHUS JUIS JeTEH-NHBAIUIOB"
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Ipuaoxenue b. AropurmMbl BeleHUS MAIMEHTA

[TarmueHT ¢ mogo3peHueM
Ha METUJIMAJIOHOBYIO allUIEMUIO

'

Jwnarnoctrka

Koncynpranus HET
npoUIEHOTO
CIELUAINCTA

!

Huarnos

IMOATBEPKICH

JA

Tepanust B cTalinuoHape

\ 4

HHCHaHCCpHOC Ha6J'I}O)_'[€HI/IG u
JICYCHUC C IICPUOANYCCKUM
KOHTPOJIEM B CIICHUAIN3NPOBAHHOM
NneAUaTpuICCKOM OTACIICHUN

Tepanus

A

HET

3 dexTrnBHA
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Ipunoxenue B. Uudopmanusa 11 naumeHra

MertunmanoHoBast anuaypust (amuiemMusi) — HACJICICTBEHHOE HapyIlIeHHe OOMeHa.
AMUHOKUCIJIOT METHOHUHA, TPEOHUHA, BAJIWHA, H30JICHITHA.

Jletu ¢ momo3peHueM Ha MMA TpeOyrOT TIIATEIHHOTO OOCIEIOBAHMS U HAOIIOACHMUS.
CembH, B KOTOPBIX €CTh OOJIbHBIE C YCTaHOBJICHHBIM JuarHo3oM MMA, HOKHBI TPOUTH
MEAMKO-TeHETUYECKOe KOHCYJIbTUPOBAHME, TaK KaK PUCK MOBTOPHOIO POXKAEHUS OOJIBHOIO
pebeHka B ceMbe cocTaBisieT 25%.

Haubonee onacHBIMU I )KU3HU COCTOSHUSIMHU, BEAYIIUMHU MPU OTCYTCTBHUU JICUCHUS K
HEOOpaTUMBIM MOCIEACTBUSAM BIUIOTH JIO JIETAJbHOTO HUCXOMa, SIBISIOTCS MeTabonnyeckue
KPHU3bI

Kpusel 0OBIMHO TNPOBOIUPYIOTCS TAKMMHM HEOJIaronpusATHBIMH  (aKTOpaMH, Kak
HApyIICHUE [METhI, MPEHEOpEKCHHE HA3HAUYCHUSIMH Bpaya, BUPYCHBIE M OaKkTepuaIbHBIC
UH(pEKINH, CTPECCOBBIE CUTYALIUU, TPABMBI U, XUPYPTUUECKUE BMEIIATEIbCTBA, SMOI[MOHATIbLHBIE
1 (PU3UYECKU HArPY3KH.

[IpenBecTHUKaMH KpHW3a SBISCTCS CHIDKEHHE SMOIMOHAIBHOTO TOHYCA, BSUIOCTD,
COHJIUBOCTbH, Jaliee PEOCHOK OTKA3bIBACTCS OT €Ibl, MOXKET OBITh PBOTA, BO3MOXKEH MOJBEM
TEeMITepaTypbl, 0COOCHHO MpH JAe0r0Te NHHEKITMOHHOTO 3a00JIEBaHMUSI.

IIpy mepBBIX CHUMOTOMAX MeTA0OJHYECKOr0 KpHU3a HEO0X0AMMO CPOYHO
rOCHUTAIN3MPOBATh pe0eHKa, 10 INpHe3Ja Bpada CKOPOH NOMOIIM He3aMeNdJHTeJbHO
HAYATh TEPANMIO HA IOMY.

Tepanus na oomy

[Tpn Hammuuu HeOpUIBHOM JTUXOPAIKUA HUKE 38,5°C u OTCYTCTBUM TaKUX CHMITOMOB
KaK, pBOTa, OTKa3 OT /bl U Pa3JINYHBIX HEBPOJOTUYECKUX HAPYIIEHUHN MOKa3aHO MPOAOIKEHNE
OCHOBHOM  MeTaboONMuYecKod Tepamuu W MaKCHUMaJlbHOE OrPAaHUYCHHE TOCTYILICHUS
HATypaJIbHOTO OelKa ¢ muIel Ha cpok a0 12 "acoB, rocnuTamu3aius 00JIbHOTO.

[Ipy Hanmumu TemmnepaTypbl BbIIIE 38,5°C naror YKAPOTIOHMKAIOIINE CPEACTBA, B TOM
yucie, uoynpodeH, B go3e 10-15 mr/kr/cyTku, MakcuMaabHOE Ha3HAYeHUE Tpernaparta a0 3-4
pa3 B CcyTku u He Ooinee yem 60 MI/KI/CyTKH, OOECIEUMBAIOT JOCTATOYHOE IMOCTYIUICHHUE
KUJKOCTH, TIPYU 3TOM HCIIONB3YIOT PACTBOP TIFOKO3bI U MAIBTOACKCTPUH (IIPU UX OTCYTCTBUU -
CIaJIKU{ KOMITOT, KUCEeJIh) B 00beMax, yKa3aHHbBIX B Tabmuie 13.

[Ipu cTaGuiIbHOM COCTOSHUUM MAIlMEHTa HA MPOTSHXKEHUU BCEro HabII01aeMoro mepuoja
MPOJIOHKAIOT TUTAHOBYIO METaOOIMUECKYIO TePAIHIO U MIOCTETICHHO BBOJST HATYPAIbHBIN OEIOK

JI0 pa3peleHHON HOpMBI B TeueHue 24-48 yacos.
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C mosiBIeHHEM TEpBBIX MPU3HAKOB METabOJIMYECKOTO KpH3a, HE JOKUAAACH MPHX0Ja

Bpaua, ClIeyeT YBEIHYUTh 03y mepopaibHoro (depes pot) L-kapuuTinaa 10 200 Mr/Mr/CyTKH.

Ta6muua 13. OCHOBHBIE IPUHIUITBI TEPANIUU HA JOMY

A. YrueBonasl

MaJibTOIEKCTPUH

Bo3spacr O0BeM XUAKOCTH (MJT) B ICHB Yepe3 pOT

0-1 MunumansHo. 150 mi/kr

1-2 120 mn/kr

2-6 1200-1500 B cyTku

Crapme 6 HHTeHcuBHAs Tepamus MpoA0JIKAETCS B TOM K€ 00beMe, UTO U B Bo3pacTe 2-6

JICT, BOSMOXXHA MHAWBUAYaAJIbHAA aJallTallus o0beMa U JO3bI.

Popurenu 6onbHoro BKC, a B nanbHelinmeM 1 caM NalyeHT J0JIKHBI ObITH 00y4eHbl

NpaBUJIaM OPraHM3alMN Tepanuu B MEXKIPUCTYNHbIA Nepuoa W B NeEpPHO] YIPo3bl

MeTa00JIM4ecKOro Kpus3a.

Y peGenka mnpu ceGe Bcerga A0JKHA HAXOAUTHCH MNMaMATKA C YyKa3aHUeM

HEOTJI02KHBIX MBpOl’[pI/IﬂTlflﬁ B IEPUHOA HAYMHAKOIIETOCHA MeTa00JIMYeCKOro Kpu3sa.
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Ipuaoxenue I'l. Cxema MeTa00IMYECKUX NMPOLECCOB P METHWIMAJIOHOBOM

anuaeMuu

M3onenuuH,

TpeoHvH

KupHble KMCMNOTbI C HEYETHbIM Yucnom C-aToMoB
M36bITok MHXXK

I'IponI/IOHMJ'I KoA | L-meTunManoHun-KoA |4|:|—’ CyKuMHmn KoA

I
' Mponunonun-KoA MeTtunmanonun-
H kap6okcunasa \ KoA-myTasa
1 \\
1
' N AneHoaun- Livkn
! BuoTuH AN Koe6ca
i N koGanamuH p
: \\
1 \
Y 3
" Mponuoosasi kucrnoTa " || MeTunmanoHoBas Kucrota ||

L-kapHUTUH

|| npOI'II/IOHI/IJ'I-KapHI/ITI/IH "

|

SKckpeums ¢ Moyon

Metabonuueckue OJOKHM BBIJENEHBI TONyObIM 1BeToM (1-TpomnnoHOBast,2-MeTHIMAIOHOBAS

alyIeMus ), TaTOJIOTHYECKUE METAOOTUTHI BBIJICIICHBI JABOWHOM PaMKO.
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Ipuaoxenue I'2. Hopmbl Gpu3H010rH4eCKOM NOTPEOHOCTH B OCHOBHBIX

INHUIIEBBIX BeIIECTBAX U DJHECPIruu

Tab6auua 1 - CpegHecyrounble HOPMBI IOTPEOHOCTEW B OCHOBHBIX IMHILEBBIX BEIIECTBAX U

SHEPTHH JJIs JETEH TepBOro rojia Ku3Hu™.

Bospacr (mec.) DHeprus benoxk Kupsr VYrieBobl
KKaj/ Kr /KT /KT /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 55 13

*-MP 2.3.1.2432-08 «Hopmbl (HU3NOTOTHUECKUX TOTPEOHOCTEH B SHEPrUM M IHIIEBBIX
BEILIECTBAX ISl pa3fInuHbIX Tpynil HaceneHus: Poccuiickoit deneparum»

Tadauua 2 - HopMmbl Ghu3nosornueckoi moTpeOHOCTH B OCHOBHBIX MTUIIEBBIX BEIIECTBAX U

SHEPTUU T 3/I0POBBIX JeTel cTapiie roga™

Bo3spact DHeprus benok, Kupsi, YrieBonpl,
KKaJ I/CyTKH I/CyTKH I/CYyTKH
ot 1 rona 1o 2 ner 1200 36 40 174
OT 2 JeT 10 3 JIeT 1400 42 47 203
ot 3 1o 7 ner 1800 54 60 261
or 7 no 11 ner 2100 63 70 305
ot 11 o 14 ner Mmanpuuku 2500 75 83 363
or 11 no 14 ner neBoukn 2300 69 77 334
oT 14 no 18 ner roHoImMN 2900 87 97 421
ot 14 o 18 ner neBymku 2500 76 83 363

* - MP 2.3.1.2432-08 «HopMmbl (HU3HOJOTHUECKUX TOTPEOHOCTEH B DHEPrUU W THUIIEBBIX
BEIECTBAX U1 pa3auyHblX TIpynn HaceneHus Poccuiickoit ®enepanumy»; Ui OE€Ted ¢
METHIIMAJIOHOBOM alieMuel crapiie rojaa norpebieHue 0enka o CpaBHEHUIO C YKa3aHHBIMU B
tabnuie ymenpmaercs Ha 10-25% B 3aBUCUMOCTH OT (pOpMBI 3a00JI€BaHUS, TSHKECTH COCTOSTHHS
U HYTPUTHBHOI'O CTaTyca peOeHKa.
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Ipuiaoxenue I'3. moTpeOHOCTH B METHOHNHE, TPEOHUHE, BAJIMHE, H30JIeIIUHE

Y NanMeHTOB METHJIMAJIOHOBOM anuieMueil B 3aBUCHUMOCTH OT BO3pacra

Tab6auua 1 - OpueHTUpOBOYHAS MOTPEOHOCTH B METUOHUHE, TPEOHHHE, BAJTUHE, U30JICHIIHE Y

OOJIbHBIX METHJIMAJIOHOBOM alMIEMHEH B 3aBUCIMOCTH OT BO3pacTa

Bo3spact 601bHBIX Cyro4Hasi TOTpeOHOCTh B aMUHOKHCIIOTaX
Wsoneiinua | Meruonun | Tpeonnn \ Banun

JETH TPYIHOTO MI/KT MaccChl TeIa

BO3pacTa

0 - 3 mec. 75-120 30-50 75-135 75-105

3 - 6 mec. 65-100 20-45 60-100 65-90

6 - 9 mec. 50-90 10-40 40-75 35-75

9 - 12 mec. 40-80 10-30 20-40 30-60

JIETU CTapIie MI/IEHD

1 roma

1 -4 rona 485-735 180-390 415-600 550-830

4 -7 ner 630-960 255-510 540-780 720-1080

7—-11 ner 715-1090 290-580 610-885 815-1225

Ta6auua 2 - Cnenuanu3upoBaHHbIE TPOAYKTH HA OCHOBE aMUHOKHCIIOT 0€3 METHOHUHA,

TPEOHWHA, BAJIMHA, U30JIeHIINHA™

Haumenosanue benok Kup, Yrnesonpl, DHepreTu Bo3zpacr
MPOJIYKTa (3kB.) T r r yeckas MIPUMEHEH
[IEHHOCTh, KKaJl ust
«MTVI Anamix 13,1 23 49,8 469 or0mol
infant» roja
«MTVI Maxamaid» 25 <0,5 51 309 crapiie 1
roza
«MTVI Maxamumy» 39 <0,5 34 297 crapie 1
roja
«Hyrtpuren 14 -tre,- 14 23 50,5 471 or0 ol
met, —val,-ile»* roja
«Hytpuren 20 -tre,- 20 18 50,4 444 crapiue 1
met, —val,- ile»* roja
«Hytpuren 40 -tre,- 40 13 31,6 403 crapue 1
met, —val,- ile»* roja
«Hytpuren 70 -tre,- 70 0 4,5 298 crapue 1
met, —val,- ile»* roja

*-IIPOyKTHI 3apETUCTPUPOBAHBI HA TEPPUTOPHUH rocyaapcTB TamoxeHnHoro Corosa.

Ta6auua 3 - [IpumepHbIil CyTOYHBII HAOOP HATYpaTbHBIX MPOJYKTOB MUTAHMS JUI AeTEH

JOUIKOJIBHOTO BO3pacTa ¢ METUIMAJIOHOBOM allUIeMUEN

\ [TpoayxThl

| KommuecTso |

XUMUYECKHUH COCTaB, T

| DHepreTHueckas
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M/ T OcnKu JKHPBI | YIJICBOIBI | IICHHOCTb, KKaJI
Xeb 140 1,06 3,5 84,2 378
HU3KOOEITKOBBII
Xneb600yII0YHbIC 30 0,23 2,7 194 105
W3IEINS
Cyxas CMECh 54 0,87 1,8 50 79,3
HU3KO0EIKOBas
Bepmuniens 13,7 0,12 0,08 11,2 47,9
HU3KO0EIKOBas
Kpyna 25 1,7
HU3KOO0EIKOBas
Cyxoii 6/0 HanTUTOK 24 5,0 17,2 114
Maciio ciauBoYHOE 20 0,1 16,5 0,16 149
Maciio TorreHoe 10 0,03 9,8 0,06 88,7
Macio 15 - 14,9 - 134,8
pacTUTENbHOE
Caxap 30 - - 29,9 113,7
Bapenbe 20 - - 14,0 56
Kaprodenn 100/70 1,4 0,28 11,4 56
Kamycra cBexas 55/44 0,79 0,05 2,1 11,9
MopKOoBb 95/76 0,98 0,07 4,8 25,8
Csexiia 60/48 0,72 0,05 4,32 20,2
KabGauku 25/19 0,12 0,06 1,0 4,75
Orypiisl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
[Tomut0pBI 15/13 1,3 0,03 0,49 3,0
Tomar-miacra 8/7 0,35 - 1,33 7
Jlyk penarsrii 5/4 0,05 - 0,32 1,45
KurokBa 10 0,05 - 0,38 2,6
Cokn 100 0,5 - 11,7 47
DPYKTHI CBEKHE 200/170 0,9 0,5 16,6 78,17
DpyYKTHI CyXue 10 0,3 - 5,05 22,7
3a cuer 9,5 70 258 1700
HATYpaJIbHBIX
MIPOYKTOB
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Ipuaoxenue I'4. MeTaboiu4ecKrid KOHTPOJIb, MOHUTOPUHT IHETHYECKOTO

JCUYCHHSA, HYTPUTHBHOI'O CTATyCa U BO3MOKHBIX OTAAJICHHBIX 0CJI0KHEHUH

3a200J1eBAHUA .

Hccnenosanne

Yacrora

AMMMaK, ra3bl KPOBH, JIAKTaT

B xaxnplit BUBHUT

AMUHOKHCIIOTEI IIa3MBI KpOBU
(mocne 3-44 rosogaHus)

1 pa3 B 3-6 mec

MeTtnamanoHoBas KUcCiIoTa
B IJIa3M€ U MOYE

1 pa3 B 3-6 mec

CBo6oansriii kapauTud (TMC)

1 pa3 B 6-12 mec

KoHnTpons nuets! (MUIIeBoi THEBHHK )

B xaxxnp1it BU3HAT

AHTponomeTpus

B xaxxnp1it BU3HUT

Knuanyeckuit ocMOTp

B xaxaplif BUBUT

AnbpOyMuH, IpeabOyMUH KPOBH

1 pa3 B 6 MecsiLieB

CocrosiHue KOCTHOM TKaHM (Kaibiui, hocdop,
[®, marauii, napatropmos, 25-OH Butamun
D B mutazme kpoBu

1 pa3 B rog,
MIPU NOPAKEHUH MTOYEK Yallle

Hunk, ceneH, peppuTuH,
dbonmeBast KUCI0Ta, BUT B1y

1 paz3 BTOA

OcmoTp HEeBponaTosora

Kax w1t BU3UT

OnpeneneHne TIOMEPYISIPHON U TYOYISIPHOM
GyHKIIMM mOoYeK (KpeaTWHWH, MOYECBHUHA,
ANEeKTpoNUThI, uctatuH C, MOoYeBas KUCIOTA,
AIIEKTPOJIUTHI U OEIIOK MOYH)

1 pa3 B 6-12 MecsueB, HaunHas ¢ 6 JET, WIK
paHblIe IpU HAIMYUU MPU3HAKOB IOpPAKEHUS
MOYCK

HaHeraTI/I‘IeCKa}I aMujiasa, JImMIiasa

1 pa3 B 6 Mec

Kapauosiorudeckoe o0cieioBaHue
(OKT', DXO-KTI)

B MOMeHT mrarsHocTHKH 3a00J1eBaHus,
nanee 1 pa3 B rog nocie 6 Jier

Koruutusnsie Gynaxiuu (1Q)

Jln1st onipeiesieHHOro BO3pacTa

Od¢ranbmonornueckoe odcaea0BaHNE

1 pa3 B rox nocie 6 net

29I, MPT, cypnonoruiaeckue TeCThl

ITo noka3anuam

Cromaroiorndeckas IIOMOIIb

He pexe 1 pa3a B rog

*- amantupoBano u3 Matthias R Baumgartner et al. 2014.
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Ipuao:xkenue I'S. PacmiudpoBka npumedanmnii
...)K — JICKapCTBEHHBIN Tpemapar, BXxoAsmwui B IlepedeHp KM3HEHHO HEOOXOAMMBIX U
BaXHEHMIINX JIEKAPCTBEHHBIX IIpenapaTroB [Uisi MEIULUHCKOro mnpuMmeHeHus Ha 2016 ronx
(Pacnopsikenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)
...BK — JIEKQpCTBEHHBIA Ipenapar, BXoadimuil B IlepedeHpb J1eKkapCTBEHHBIX MPENnapaToB
JUTSL MEAMIIMHCKOTO MPUMEHEHUsI, B TOM YHCJIE JIEKAPCTBEHHBIX MPEnapaToB Ji MEAULIUHCKOTO

NPUMEHEHHS, HAa3HAYaeMbIX IO PELICHHIO BpayeOHBIX KOMUCCHH METUIIMHCKUX OpTaHU3aIfi

(Pacnopsikenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)
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