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TepMuHBI U onIpeaeICHUS

Mertabo/im4yeckuii KpU3 — KPUTUYECKOE, YTpOXKaIoIllee >KU3HU COCTOSHUE, CIIPOBOLIMPOBAHHOE
HEONaronpusTHBIMM  (akTopamMH,  OOYCIABIMBAIOIIMMHU  YCHJIEHHE  IPOLIECCOB  KJIETOYHOTO
Katabomu3Ma C HAKOIUICHMEM TOKCUYHBIX METa0OJMTOB M TPOSBISIONIEECS OCTPO BO3HUKIIEH

sHIIeanonarueit, MpUCTyIaMu PBOTHI, CYOPOTaMH.

reMOI[I/Ia.]II/I3 — MCTOA BHCIIOYCHYHOT'O OYHUIICHUA KPOBH, BO BPCMA KOTOPOT'O MPOUCXOANUT YAAJICHUC U3
oprannu3Ma TOKCHUYCCKUX IIPOAYKTOB oOMeHa BCIICCTB, HOPpMAJIHU3alHA HapymeHI/Iﬁ BOOHOTO H
QJICKTPOJUTHOT'O 68,J'IaHCOB, Ipu 5TOM OYHUIOCHUC KPOBU OCYIICCTBIIACTCA YCPC3 HNCKYCCTBCHHYIO

MCM6paHy C IPUMCHCHUCM allllapara «MCKYCCTBCHHAs ITOYKa».

IlepuroHeanbHBIM OMAJU3 — METOJ BHEMOYEYHOIO OUMINEHUS KPOBH, BO BpPEMS KOTOPOTO
IPOUCXOIUT YAAJIEHUE M3 OpraHu3Ma TOKCHYECKMX NPOAYKTOB OOMEHa BEIIECTB, HOpPMaJIU3alus
HapyLIEHUN BOJHOTO U AJIEKTPOIUTHOrO 0aJaHCOB, IPU 3TOM OYHUIICHHE KPOBU MPOU3BOJUTCS 3a CUET
CMEHBI CTICIIHATBHBIX PACTBOPOB B OPIOIITHOM MOJIOCTH, a B KaY€CTBE MEMOPAHbBI BHICTYMAET OpIOIINHA

nmanucHrTa.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

[IponnonoBast auupemusi (auuAypusi) — TEHETUYECKH TeTepOreHHOE 3a00JeBaHUE C ayTOCOMHO-
PELIECCUBHBIM THUIIOM Hacjel0BaHMsl, OOYyCJIOBJIEHHOE HEIOCTaTOYHOCThbIO (epMeHTa MPONUOHMII-
KoA-kapOokcunasbl, TpUBOAAIICH K HApyIICHUsIM MeTa0oJM3Ma MPOMUOHATOB, psAda aMUHOKHUCIIOT
(METHOHMH, BaJluH, TPEOHUH, U30JICHIINH), a TAKXKE )KUPHBIX KUCIOT C HEYETHBIM YHCIIOM YTJIEPOIAHBIX

aTOMOB U xojectepuHa [1].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

[IpyurHON NPONUOHOBOM AalMAEMHH SIBJISIETCA HEAOCTATOYHOCTh (epMeHTa mnponuoHmi-KoA-
KapOOKCHIIa3bl, BO3HUKAIOINIEH M3-3a MAaTOreHHbIX BapuaHToB B reHax PCCA u PCCB. Ilponunonun-
KoA, sABmsAsACh TNPOMEKYTOYHBIM TIPOAYKTOM KaraOoivM3Ma BajiiHA, W30JEHIIMHA, TpPEOHUHA,
METHOHWHA, KUPHBIX KUCJIOT C HEYETHBIM YHCIOM arOMOB YINIEPOAA U XOJECTEPHHA, U MPOLYKTOM
aHa’pOoOHON (epMEeHTAIH YIIIEBOAOB OAKTEPHUSIMHU B KHUILIECUHHUKE, IPEBPAIIACTCS B METUIMAJIOHUII-
KoA mpu ywactum npommnonui-KoA-kapOokcunassl (COOTHOIICHHE ITUX TPEX MyTe oOpa3oBaHUs
npornoHI-KoA cocrasnser npubmusutenbHo 2:1:1 coorBercTBeHHO). CHMKEHHME AKTHBHOCTU
(depMeHTa NPUBOAUT K HAKOIUIEHHIO NponuoHWI-KOA U accouMupoBaHHBIX METAOOJIUTOB:
MIPOITMOHOBOM KHUCJIOTHI, 3-ruApOKCUITPOITUOHOBOM KHCJIOTHI, MPOMUOHWIKAPHUTHHA,
OPONMUOHWINIAIMHA U 2-METHILUTPATA, KOTOPbIE OKa3bIBAIOT TOKCHYECKOE JEMCTBHE Ha KIETKHU

MHO)XE€CTBa OpraHoB u TkaHel, B ocooeHHoctn — LIHC u neuenu [2]-[4].

[Tpomonunn-KoA-kapObokcunaza — MHUTOXOHAPUATBHBIN (DepMEHT M3 TpymNibl Majbix amui-KoA-
KapOOKCHUiIa3, SBISIETCS TEeTEPOAOJEKAMEPOM — COCTOUT M3 6 anbda- U 6 Oera-cyObeaUHHUIL,
kogupyeMbix reHamu PCCA (OMIM*232000) u PCCB (OMIM*232050) CcOOTBETCTBEHHO.
Kodakropom pepmenra spnsercst Ouotud [5], [6].



1.3 Dnuaemuosorus 3360J1§Baﬂml WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

[IponroHoBas auuaeMust IBISETCA PEIKUM 3a00JIEBAaHUEM: COTNIACHO MMEIOIIMMCS JaHHBIM 4acTOTa B
EBpomnie u CeBepnoii Amepuke coctasisieT npuonu3utenbHo 1 cmydaid Ha 300000 HOBOpOoXAEHHBIX. B
Asnarcko-Tuxookeanckom pernone uacrota IIA ounenuBaercs B 1 coywair Ha 345000
HOBOPOXKJEHHBIX, C HambOosee BBICOKMM moka3areneM B HOxHoil Kopee — mo omyOamkoBaHHBIM
nanabiM Ha 2005 rox 3adwukcupoBano 4 ciaydas Ha 79179 (~ 1:20000) HOBOPOXKIEHHBIX B pamMKax
HEOHaTalbHOTO CKpuHUHTA. B cTpanax bmmkaero Boctoka u CeepHoit Adpuku uactora [TA
coctapiger npubnusurenbHo 1 ciydait Ha 24000 HOBOpOXIeHHBIX. CaMbIii BBICOKUM IOKa3aTelb
yacTtoThl [IA 3aduxcupoBan B Caynosckoir ApaBun — 1:12000. B Poccum vacrora mponuoHOBOH

alMAeMUY Ha MOMEHT HalMcaHMsl Heu3BecTHa [7]-[9].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHCTHYECKON KJIacCH(PUKAIMU
0oJ1e3Hed U NPodJIeM, CBA3AHHBIX CO 310POBbEM

E71.1 — Jlpyrue Buasl HapyiieHUss 0OMEHa aMUHOKHCIIOT C Pa3BETBICHHOM IIETIBIO.



1.5 Knaccugpukanust 3a001€BaHust MM COCTOSTHUSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

B 3aBucumMocTH OT CTemeHW HEAOCTAaTOYHOCTH ¢epmeHTa W uHBIX (akropoB, I[IA wmoxer
MaHu(DeCTUpOBaTh B PAa3HOM BO3PACT€ — BBLICISAIOT HEOHATAIBHYIO, MIIQICHYECKYI0O U TIO3IHIOIO
dopmbl. Knuanueckun wmmaneHuyeckas Qopma XapakTepusyercs Ooiiee paHHed MaHudecTanuein u
TSKEIJIBIM BOJTHOOOPA3HBIM U KPU30BBIM TEUECHUEM OCOOCHHO BO BpeMsI HHTEPKYPPEHTHBIX MHQEKITHMA

U cTpeccoBbIX coctosHui [1], [10].



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNINbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

Knmuandeckue cumnrombl [TA He cnemuduunbl, 3a00eBaHue MOXKET MaHH(PECTHPOBATH B JIIOOOM
BO3pacTe, KaK C OCTPO BO3HHUKIIECH CHMMOTOMAaTHKH, TaK W B BHJIC HCIIOABOJb IPOTEKAIOIIETO

xponudeckoro 3aboneBanus (Taom. 1) [11].

Tabnwua 1.

CuMNTOMbI B Nnepuop o6ocTpeHus XpoHuUYeckne CUMMTOMbI

HepBHasi cuctema

OcTtpas aHuedanonatms MnoToHus

Cynoporu 3aaep)kKka pa3BuTuUs

HapyLlueHns KkoopAanHauum ABUXEHUI Cyanoporu

NHcynbTONOA06HLIV 3Mn304 HapyLlieHns koopanHaumn ABUXXEHUR, AUCTOHNUS

MuuweBapuresnibHass cucrema

PsoTa [MoBTOpSAOWMECS 2NU304bl PBOTHI M KeToaumaosa

OTKa3s oT NUTaHus MaHkpeaTuT

CncreMa KpoOBETBOpPEHUS

HeﬁTpOI'IeHMFI, naHunToneHna HeﬁTpOHEHMﬂ, naHunToneHna

Cepae4yHo-cocyanucrasi cuctrema

OcTpas cepeyHas HeloCTaTOYHOCTb KapavomuonaTtus

ApuUtmMuns YanuHéHHbln QTc nHTepsan

[IponmonoBas auunemust B 65% cilydyaeB TUarHOCTUPYETCS B HEOHATAIBHOM MEPHOJE, YacTO B BUJIE
AMU30/1a OCTPO METa0OINYECKON JAeKoMIIeHcauu. Pa3BuTre CKpUHUHIa HOBOPOXKAEHHBIX MTO3BOJISIET
uneHtTuuuuponarh [1A npakruuecku cpasy mnocie pokKIeHUs, OHAKO HECMOTPS HAa CBOEBPEMEHHYIO
JUATHOCTUKY U MPOPUITAKTHKY, TAIIMEHTHI MOJIBEPKEHBI BBICOKOMY PHUCKY Pa3BUTHSI METa0OINYECKOTO
KpHu3a B TeUueHUe Bcer xu3Hu. [IpoBorupyromum GakTopom sBIsIETCS HHTEHCU(BUKAIHS KaTaboIr3Ma:
cTpecc, (usmyeckas Harpyska, HH(QEKIUOHHbIE 3a00JI€BaHUs, XUPYPrHUYECKOE BMEILIATENbCTBO,
HU3KOKAJIOpUMHAST THINA, a TakXkKe Ype3MepHOoe NoTpediieHne OeNKOBOM NHIIM, COAepKaliei
accounupoBaHHbie ¢ [TA amuuokucnorsl [12]. Knunuueckass kapTuHa MPONMOHOBOM alMAECMUM HE
sBisieTcst crieunpuyeckon. TskecTb Kpu3a M XapakTep MPOBOIMPYIOIIETO COOBITHS 3aBHCAT OT
CTENEeHU HenocTaToyHocTH (epmenTa nponunoHmI-KoA-kapOokcuiazpl. OCHOBHBIMH CHUMITOMaMHU
SBJISIIOTCSL pPBOTA, IETUApaTalys, OTKa3 OT MUTaHUsA, IOTEPS BECA, TUIIOTEPMHS], TUIIOTOHUSA, YTHETEHUE
CO3HAHMS BIUIOThH JI0 KOMAarO3HOTO COCTOSIHUS, Cyqoporu. [Ipu OTCyTCTBUM CBOEBPEMEHHOW Tepamnuu
Pa3BUBAETCS MYJIBTHOPTaHHAs HEJIOCTATOYHOCTh U CTPEMMTENIBHOE YXYIIIEHUE COCTOSHUS NAlMEeHTa
BILIOThH JI0 JIETAJIBHOTO McxoAaa. s XpoHudeckoil (opMbl M MAIMEHTOB C MO3AHEN MaHuUdecTanuen
3a00JIeBaHMs TAK)KE XapaKTEPHBI 3aJICpKKa Pa3BUTHS, HAPYILIEHUS (PYHKIMHU CEplla U B HEKOTOPBIX

ciydasx nouek [12]-[14].



Ha ¢done mopakeHns MHO)KECTBA CHCTEM OPTraHOB M3-332 HAKOTUICHUS TOKCUYECKUX METAOOIHUTOB IS
KJIMHUYECKOM KapTuHbI manueHToB ¢ [IA CBOWCTBEHHO pa3BUTHE LIMPOKOTO CIEKTPa OCIOKHEHUU.
HaunbGonee yacTeiM HapyllleHHEM SBISIETCS renaroMerayivs, onucbiBaeMas y oyt 80% MainueHToB.
AKTHBHOCTh  aJlaHMHAMHUHOTpaHC(hepa3bl B CpeAHeM TmoBblieHa Ha 16% OT  HOpMBI,
acnapraramuHoTpancdepassl — Ha 19%, a ramma-rmytamuntpancdepassl Ha 25% [15], [16]. Oxono
50% wuccienoBaHHBIX NAUUMEHTOB C IIPONMOHOBOW alMIEMHENd UMEIOT HApYyLIEHUS KOTHUTHUBHBIX
(GYHKIMH, TaKKe OMUCHIBAIOT U JIPYTUE HEBPOJIOTUUYECKUE OCIONKHEHUS: HAPYIICHUS ayTHCTHUYECKOTO
CIIEKTPa, TPEBOXXHOCTh, AMU30/1bl OCTpOro ncuxo3a [17]. HapyieHnust 1BM>KEHUH MOTYT pa3BUThCS Ha
(oHE MHCYABTONOJOOHBIX SIHU30/0B, YaCTO BO3HUKAIOIIMX Yy nanueHToB ¢ ITA Bo Bpemst ocTpoii
MeTa0OMMYECKON JIEKOMIEHCAIIMM WM BCKOpe Mocie He€ (Takke OMUCAHO HECKOJBKO CIIy4aes,
HEAaCCOIMUPOBAHHBIX ¢ MeTabommueckuM KpuzoM) [18], [19]. CymopokHBIM CHHAPOM BCTPEUAETCS IO
pa3HbIM olleHKaM B 25%-59% ciyuaeB, 4acTo — Kak nepBbli npu3Hak 3a0oneBanus [20]. OnucsiBatoT
Cly4au HapylUIE€HHUs 3pEHUSl U CiiyXa: OKoJo 25% MalMeHTOB MOABEPKEHBI ONTUYECKON HEUpOMaTHu,

peke BCcTpedaeTcsl HelipoceHcopHas noreps ciyxa [16], [21].

[To mpubnu3uTENbHBIM OLIEHKAM B 4yeTBepTH ciiydyaeB [IA Habmromaercst kapauoMHOIaTusi, KOTopas
MOXXET CTPEMUTEIIBHO MPOrPECCUPOBaTh, MTPUBOAS K TSKEIOW CEpAEUYHOM HEIOCTATOYHOCTH. B AByxX
Oonpmmx koroprax nanueHToB ¢ [TA omuceiBanm yanmuHéHHbIN QTc uHTEpBan U aputMmuio y 22% u
33% nanueHToB, NMPUBOJSALIME B HEKOTOPBIX CIydyasx K BHE3allHOM ocTraHoBke cepxaua [16], [17].
YacteiM Hapymienuem npu IIA sBngercss naHuuToneHuss (B OCOOEHHOCTM — HEWUTPONEHUS),
BCTPEUAIOIIASICS KaK B MEPUOJl METAOOIMYECKOTO KpU3a, TaK U B XPOHUYECKOM TEUECHUU 3a00JIeBaHUS
[22].

Hapymenust GpyHKIuU mMovex JT0CTaTOYHO PEIKO OTMevaroT y nanueHToB ¢ I1A, ogHako npu Hanu4uu
MOTYT MPUBOAUTH K TOPAKEHHUIO KOCTEH — OCTEOMOPO3y, PaKTOPOM PHCKA KOTOPOTO TAKKE SBISACTCS
xpoHudeckuil anmno3 [23]. B 5%-10% ciyuyaeB onuchIBarOT XpOHUYECKUN WM OCTPBIA MMaHKPEATUT
KaK OJHO W3 ocioxHeHud [IA, pazBuBarommiicss BHE 3aBUCUMOCTH OT YacCTOTHI U TSYKECTH IMU30/0B

OCTPOM MeTabOINUECKOU JiekommieHcauu [12].
Merabonn4yeckuii Kpus.

Cepbe3nbiMm  ocnokHeHueM [IA  sBnsieTcs MeTa0OIMYECKUU KpHU3, KOTOPBIM HamOoJee YacTo
pa3BUBAETCS BO BpeMsl OCTPBIX MHTEPKYPPEHTHBIX UH(EKINi. PaHHUMY KITMHUYECKUMU CUMIITOMaMU

METa00JIMYECKOTO KpU3a SIBISIOTCS:

- TIOBTOPSIOIIHECS AMHU30/16I pBOTHI (90% ciydaes);
- OTKa3 OT €/Ibl;

- YTHETCHHS CO3HAHUS: OT COHJIMBOCTH JIO KOMBI.

TsokecTb  COCTOSIHUS, IJIaBHBIM ~ 00pa3oM,  OMNpEAeNseTcsl  BBIPAKEHHBIM — METa0OJUYEeCKUM

KETOoanua030M, FHHCpaMMOHHeMHGﬁ, B pAAC CIIy4acB — TUIIOTJIUKEMUEH.

OcnoxHEeHHs1, aCCOIMUPOBAHHBIE C META0OINUECKUM KPHU30M [2]:



- OCTpI:Iﬁ MMaHKPCaTHT: HGO6XO)]I/IMO IMMPOBEPATH YPOBHH aMWJIa3bl U JIMIIA3blI B CBIBOPOTKE KPOBH, €CIIN
eCTh KakHe-In0o CUMIITOMBI, YKa3bIBaAlOIMHUC Ha BO3MOKHOCTHL OCTPOI0 ITaHKpPCATHUTA. K Hum

OTHOCATCs PBOTA, 00JIM B JKUBOTE M OTKA3 OT CIbI.

- MHCYNBT (OCOOCHHO C BOBJIEUEHHEM Oa3alIbHBIX TaHIVIMEB): JII000E YXy/IIlIEeHHE HEBPOJIOTUYECKOTO
cocTosiHus y nanueHta ¢ [IA B mMeTabonMuecKkoM KpHU3HMCE JOJKHO ObITh HEMEUIEHHO YCTPAaHEHO,
MOCKOJIBKY PUCK MHCYJbTa BbIIE B JaHHOM momnyisanuu nauueHToB. KT wim MPT ronoBaoro mosra
BBITIOJTHSETCS TIPU HAJMYUU JIIOOBIX HEBPOJIOTMUECKUX MPU3HAKOB, YKA3bIBAIOIIUX HAa BO3MOXKHOCTH
uHCynbTa. l3MeHeHus B 0a3ajdbHBIX TaHIIUAX, OCOOEHHO B OJE€IHOM IIape, XapaKTepU3yIOT

«metabonnueckuit HHCYIbT» [1A.

- TIOYEYHas HEIO0CTAaTOYHOCTh: y nauueHToB ¢ [TA: BO3MOXKHO BO3HMKHOBEHHE IPOTPECCUPYIOLIEH
MOYEUHON HEAOCTAaTOYHOCTH M3-3a TyOyJlIOMHTEpCTULIMAIbHON Heponaruu. CieyeT KOHTPOJIUPOBAThH

GyHKIMIO TToYeK y Jro6oro nanuenta ¢ [IA B MeTabomuueckoM Kpuse.



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Kpumepusamu ycmanosnenus nponuoHo8olU ayudemuu/ayudypuu A61si0mcs nosvllleHue YpOoHs.
NPONUOHUNTUYUHA, MUSTULTUYUHA, MEeMUIyumpama, 3-euOpOKCUNPONUOHOBOL KUCIOM 6 Moue,
nogviuierue nponuonurkapuumuna (C3) uw/unu coomuowenuss C3/C2 6 cyxom namue Kposu,
pe3yibmanm MoaeKyIApHO-2eHeMUYecKoli OUACHOCTUKY — Bbls8IeHIe NAMOSEHHbIX 8APUAHNO8 8 2eHAX

PCCA, PCCB 6 2como3u2omuom/KoMnayHo-2emepo3ucomHom COCMOsHUU ™,

*[Ipumeuanue: 6 peoOKUX CHVUAAX BOIMONCHO NOOMEEpIHcOeHUe OUasHo3a HA OCHOBAHUU MONbKO
OUOXUMUYECKUX UBMEHEHUl, eclu He BblAGIeHbl KAYy3amueHvle 2eHemuyecKue 6apuanmsl ¢
npuMeHeHuemM CMAaHOapmHbIX Memooos 2eHemuyeckol ouacHocmuku. K eapuanmam, rxomopwie
nonaoarom noo 02PaAHUYEeHUs CMAHOAPMHBIX Memo008 OMHOCAMCA: KPYNHble CMPYKMYpHble

nepecmpouKu, 21yO0Ko UHMPOHHbIE BAPUAHMbL, USMEHEHUS. 8 Pe2YNISIMOPHBIX 00N1ACMAX 2eHO8.



2.1 /Kaa100bI 1 aHAMHE3

IIpu cbope anamueza u 24#anob pekoMeHO08aHO 0Opamums 6HUMAHUE HA Ccledyloujue Hcaioowvl u

aHamHecmu4eckue coobimusi:

- OMA2OWEeHHbII ceMeUnbll aHamues (Hanuyue 8 cemve bonbroco ¢ 114, cnyyaes énezannou cmepmu

Odemeli 8 paHHeM 803pacme);

- He3anHoe yXyouleHue cocmosanus Ha ghone noaHo2o 300posws uiu OPBU;
- HApYUWleHUsl BCKAPMIUBAHU,

- yacmole Cpvl2UBAHUS/PBOMA,

- 8510CMb, C1AOOCMb, COHIUBOCMYb,

- yeHemeHue CO3HaHUA,

- UHCYIbMONOOOOHbIE DNUZ00bL,

- cyoopoeu,

- becnoxounoe nogeoenue, NIaKCUBoOCb,

- NOBbIUEHHOEe NOMOOMOeNeHUe,;

- MblUledHas 2UNOMOHUS/MbILUEYHbBLI 2UNEPMONYC;

- HeNnpPOU3B80NbHBIE/HACUTLCTNGEHHBIE OBUNCEHUS,

- 0CMpas/XpoHU4ecKas no4eydas. HeOOCMamoyHOCHb.

Hauano 3abonesanus ¢ 0emckom go3pacme modxcem 0bims CEA3AHO CO CAe0VIOWUMU PaKmMopamu.
- ynompebneHue 601bul020 Konuiecmaea 6erko8ou NUu,

- OnumenvHoe ZOJZOOGHM& H€0npa6()aHHbl€ ocpaHu4deHusl 6 0ueme, HU3Kasl KCZJZOPMI:l/HOCmb,' nuuyesoco

pPayuoHa;
- UHMEPKYPPEHMHbLE PECRUPAMOPHBLE UTU IHCELYOOYHO-KULULeUHble UH(EKYUOHHbIEe 3a0071e6aHUS,
- onepamueHbvle BMeuamenbCmed,

- gbu3uttec1<aﬂ Uu NCUXOIMOUYUOHAIbHAA HACPY3KA.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

IIpu ocmompe nHeobxo00uMo obpamums HUMAHUE HA C1e0YIOWUe OCHOBHbIE KIUHUYECKUE NPOSIBIEeHUL.
HEeOHamabHblll nePUOo

- CpbleUBAHUS/PBOMA, OMKA3 OM e0bl;

- 3a0epoicka puzunecko2o pazeumusi;

- 3A0epoHcKa MOMOPHO20 PA36UMUSL;

- 85710CMb, COHIUBOCMb,

- yeHemeHue CO3SHaHUsl,

- MblUEYHAS 2UNOMOHUSL/MbIUUEUHbIU 2UNEPMOHYC;

- NUPAMUOHbLE HAPYULeHUS (NOBbLULEHUE CYXONCUTILHBIX pehieKcos);

- DKCMPanupamuoHvle HapyueHus (paziuursie Munvl 2UNEPKUHE308, MbLUUEeUHAS OUCTNOHUSL),
- mpemop;

- cyoopoeu,

O0emu nepewvix J1em Hcu3Hu

- DNU300UYECKU BO3HUKAIOWASL PEOMA,

- 3a0epaicKa NCUXOMOMOPHO20 U NCUXOPEUEB020 PA3GUMUSL;

- UBMEHEeHUe MbIUEeYHO20 MOHYCA (MbILUEUHAs SUNOMOHUSI/MbIULEYHbIL 2UNEPIOH)C),
- nepuooudecKas amaxcus, mpemop;

- cyoopoeu,

- UHCYIbMONOOOOHbIE COCMOSHUSL,

- Kapouomuonamusi;

- HapyweHus pumma cepoya,

- 0OCmpblll NAHKpeamum;

83pocivle

- JnunenmuvyecKkue npucmynul,



- YMCMBEHHAsL OMCMANOCHb PASTUYHOU CIEeNEHU GbIPANICEHHOCTU,
- Muxpoyeghanus;

- CHUDICEeHUe 3PEHUsL BNLOMb 00 CLeNOMbl;

- eenamomezanusi;

- XPOHUYECKASl NOYEYHASl HeOOCMAMOYHOCb;

- 0cmeonopos;

- CNOHMAHHbBLE NEePEOMblL.

I1o0pobHO Oannvle PusuKaILHO20 00CIE008AHUS ONUCAHBL 8 PA30eNe KKIUHUYECKASI KADMUHAY.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

Obpawaem @HuMaHue, YMoO, CO2NIACHO MPedOBAHUAM K pa3pabomie KIUHUYECKUX DeKOMeHOayul, K
KaxcooMy me3ucy-pekoMeHOayuu HeooXo0uUmMo yKa3vleams CUYy PeKOMEeHOAyUull U 00Ka3amenbHyo 6asy
8 COOMBEMCMBUU CO WIKALAMU OYEHKU YPOoBHsi docmogepHocmu ookazamenvcms (YI[/[) u yposws
yoeoumenvrHocmu pexomernoayuil (YVP). /s munoeux mezucoe YV P u VI[/] 6yoem nuskum no npudure
OMCymcmeus. NOCGAUWEeHHbIX UM KIUHUYECKUX UCCIe008aHUll 8blcoK020 ousatina. Hessupas na smo,
OHU SBTISAIOMCSL HEOOXOOUMBIMU IIeMeHmMamu 00C1e008aHUsl NayueHma 0is YCMAaHo81eHUus OUuacHo3a U

8bl60pa maxKmuKu 1e4eHusl.

L PeKOMeHIIOBaHO IMPOBCACHUC PACHIMPCHHOIO0 HCEOHATAJIbHOI'O CKPHMHHHIA Ha HACJIICACTBCHHLBIC

3a00JIeBaHMsI BCEM HOBOPOXKIACHHBIM /ISl HCKIIOUEHUS MPOTTMOHOBOM anuaypun/amuaemMun [53-55].
YpoBeHb yOeAUTEJIBbHOCTH peKOMeHAaluil A (YPOBEHb 10CTOBEPHOCTH A10KA3aTeIbCTB — 2)

o PexoMeHI0BaHO ompeIelICHHEe aMUHOKHUCIIOT U AIllIKAPHUTHHOB B CYXOM IIATHE KPOBH METOJIOM
TaHJIEMHON MacC-CIIEKTPOMETPUH (KOMIUIEKCHOE OTNpPE/IeICHIEe KOHIICHTPAIlM Ha aMUHOKHUCIIOTHI U
aIMJIKApPHUTUHBL B KPOBU METOJIOM TaHJIEMHOW MAacC-CIEKTPOMETPUHU) BCEM MaIlU€HTaM C
KIIMHUYECKUMU Tpu3HakamMu [1A ¢ 11eipio MOATBEPKACHHS THarHo3a OMOXMMUYECKUMU METOIaMH
u nuddepeHanIbHON IUarHOCTUKA C JPYTUMHU  HACIEACTBEHHBIMH HapyIIeHUsSMU OOMEeHa
BeliecTB [24]-[26].

YpoBeHb yOeIUTEILHOCTH PeKOMEHAaluil A (YPOBEHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 2)

KommenTapuu: 6 namunax vicyuienHot Kpou 8blA615A10M USMEHEHUs KOHYEHMPayuu amMuHOKUCIOm U
AUUIKAPHUMUHOB.  NpU  NPONUOHOBOU — ayuoemuu Habaooaemcs Nnogvlulenue KOHYeHmpayuu
nponuonunkapuumuna (C3), nuskoe coodepoicanue c80600no20 rapnumuna (C0), nosvliuenue
coomnowenuss C3/CO u C3/C2. Vposenv neiiyuna, uzonetiyuHa, 6aiuHd, MEMUOHUHA 8 KPOBU Y
NAYUeHmMo8 MOodcem HAXOOUMbCSL 8 NpPeoeiax HOPMbl, 4mo He NO380sAem HA OCHOBAHUU AHAIU3A
AMUHOKUCIOM NOOMEEepOUms Ul UCKIIOUUMb 3a601esanue. Y MHO2UX Nayuenmos nogvlulet ypoeeHb
enuyuna. OOHaKo 3mo He AGNAemCs CneyuuunviM U HabI00aemcs npu opy2ux HAC1e0CmMEeHHbIX

Hapyuternusx obmena eeujecmse.

o PexomMeHI0BaHO omnpeneeHue KOHUECHTPAUMHA OPraHUYECKHUX KHCIOT B MOYE€ METOAOM Ta30BOU
XpoMatorpaduu ¢ Macc-CIeKTpOMETpHUell (KOMIUIEKCHOE OIPEIeIICHNEe COIeP KaHUs OPTraHUYECKUX
KHCJIOT B MOY€) BCEM MallMeHTaM C KJIMHUYECKUMU Mpu3Hakamu [IA ¢ 1enpio moAaTBep:KIeHUs
muarHo3a [1A OuoxuMuueckumMu MetonaMu u AuQGepeHIINaNbHOW JUAarHOCTUKUA C APYTUMH

HACJIeICTBEHHBIMHU HapylIeHUsIMU oOMeHa BemiecTs [24], [26], [27].
YpoBeHb yOea1uTEJIbHOCTH peKoMeHaaluii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

KomMmenTapuu: xapaxmeprnovim ona IIA asnsemcs nosvlulenue KOHYeHMpayuu HNPONUOHOBOU, 3-

2UOPOKCUNPONUOHOBOU, MEMUIMATIOHOBOU, 3-2UOPOKCU-N-BATEPUAHOBOU U MEMULTUMOHHOU KUCIOM.

o PexoMeHI0BaHO oIpeelieHNEe BapUaHTOB TE€HOB B 00pasile OMOJOTHYECKOro MarepHalia Jpyrom

WM HCYTOUYHCHHOM, HCKJIaCCI/I(bI/IL[I/IpOBaHHBIC B Jpyrux py6pHKaX MCTOOAOM TapreéTHOIro



BBICOKOTIPOU3BOIUTEIIBHOTO CEKBEHUPOBAHUS (03.5199.18.998.041) u/uiu METO/IOM
BBICOKOTIPOU3BOAUTENIbHOTO cekBeHUpoBaHus (03.599.18.999.041) (uccnenoBanune renoB PCCA,
PCCB) mnpu TOCTaHOBKE JMarHo3a BCEM IMAlMEHTaM C OHOXMMHUYECKUMH HW3MEHEHUSIMH,

xapakTepHbIMu 171 [TA, ¢ 11eJIbI0 MOJIEKYJISIPHO-TEHETUYECKOTO OATBEPkKACHUS quarnosa [1A [24,
25, 54].

YpoBeHb YOeIUTEILHOCTH PeKOMeHAaluil A (YPOBEeHb JOCTOBEPHOCTH A0Ka3aTeIbCTB — 1)

KoMMeHTapuu: 6 OobuunHcmee ciyuaes 8ulasision OUalebHble NAMO2eHHble 6APUAHMbL 8  2eHAX
PCCA, PCCB, umo sensemcsi OCHO8aHUeM OJisl MOJLEKVIAPHO-CEHEMUYECKO20 NOOMBEPHCOCHUS
ouaenosa. OOHaxo, eciu OOHAPYHCEH MONbKO OOUH NAMO2SEHHLIU Allelb ULU USMEHEHUU 68 OAHHbIX
2€HAX He BblABNEHO, OUACHO3 He MOodcem Oblmb UCKIIOYEH, eClu NPUCYmMCmeyiom KiuHuuyeckue u
ouoxumuueckue oammnvie, ykasvieaowue na I1A. Hzmenenus 6 eenax mocym npeocmaeisims Kpynuvie
nepecmpouKu, 2ay00Ko UHMPOHHbIE 6APUAHMbBL UIU BAPUAHMBL 8 HEeMPAHCIUPYEeMbIX 00aACmSX,

Komopbwle CNOIHCHO 6blABUNDb cmam)apmnbmu memooamu MONEKYIIAIPHO-2EHEMUYECKO20 AHANTU3A.

e PexomeHngoBaHo npoBeaeHue o01ero (KIMHAYECKOT0) aHaIu3a KPOBU Pa3BEPHYTOrO Mal[MEHTaM ¢
KIMHAYECKUMH Tpu3HakamMu [IA ¢ 1enpi0 CBOEBPEMEHHOTO BBISBICHUS MATOJIOTHYECKUX

n3MeHenui [11], [24].
YpoBeHnb yoeautreabHOCTH pekoMeHnaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — )

KomMeHTapuu: nposooumcs npu nepeuuHol OudacHoCmuke U 6 OUHAMUYECKOM HAON00eHUU,

0COOEHHO Y Nayuenmos ¢ HapyuleHHoU noyeynou gyukyuei. Modcem bla61AmMbCsl HEUMPONEHUS.

o PexomMeHI0BaHO NIPOBECTH OLIEHKY YpoBHS pH KpoBuU (HMcciieqoBaHNE YPOBHSI BOAOPOJHBIX MOHOB
(pH) xpoBu, uccnenoBanue ypoBHs Oy(epHBIX BELIECTB B KPOBH) MAllUEHTaM C KIMHUYECKUMHU
npu3Hakamu [1A npu nomo3peHun Ha pa3BUTHE META0OINYECKOTO KPHU3a, C IEJIbI0 CBOEBPEMEHHOMN
Koppekuuu tepanuu [24], [28].

Yposenn yoenureabHOCTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: abopamopnvimu npeosecmHukamu pazeumus mMemadonuieckoco Kpusa AeIsI0mcs
meHOeHYuss K Memadonuyeckomy ayuoo3y ¢ O0e@uyumom OCHOBAHUL, YMEHbULEHUE COOEPHCAHUS
CB0O00H020 KAPHUMUHA, NOBbIULEHUE YPOBHS NPONUOHUIKAPHUMUHA 6 KPOBU, NOYEYHOU IKCKpeyuu

opcaHu4decKux Kucjiom.

o PexoMeHI0BaHO NMPOBECTH OLIEHKY YPOBHSI KETOHOBBIX T€JI B MOY€ (0OOHApyKEHUE KETOHOBBIX TEI
B MO4Ye, OOHApYKEHHWE KETOHOBBIX TEJ B MOUYE IKCIPECC-METOJOM) IMAMEHTAM C KIWMHHUYCCKUMH
npusHakaMu [1A mpu 1o103peHnH Ha pa3BUTHE METa0OIMYECKOTO KpH3a, ¢ IEIbI0 CBOSBPEMECHHOM
KOoppekiuu Tepanuu [24], [28].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

o PexoMeHgOBaHO TmanMeHTaM C KIMHUYECKUMU npu3HakamMu I[IA W npu mnomo3peHun Ha

MeTa0oIMIeCKUI Kpu3 UCCICAOBAHNUC YPOBHA MOYCBUHBI, HCCIICIOBAHUC YPOBHA ITTFOKO3bI KPOBH C



JIMarHOCTHUYECKOM 1IEJIBIO U C 11eJIbI0 CBOEBPEMEHHOM KOppeKIuu Tepanuu [24], [25].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil C (YpOBeHb J0CTOBEPHOCTH J0KA3aTENbCTB - 5)

o PexoMeHI0BaHO HCCIEIOBAaHWE YPOBHS aMMOHHMS B KPOBM, HCCIIEIOBAaHUE YPOBHS MOJIOYHOU
KHCJIOTBI B KpOBHM IIAlIMEHTAM C KIMHUYECKMMM npuzHakamMu IIA u npu nomo3peHnn Ha
METa0OIUYECKUI KPU3, C TUarHOCTUUECKON LETBIO U C IEIbI0 CBOEBPEMEHHOM KOPPEKIIUU Teparun
[24], [25].

YpoBennb yoenureabHOCTH pekoMeHAanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB - 5)



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCcJIe0OBAHUSA

o PexoMeHI0BaHO TPOBEICHNE MAarHUTHO-PE30HAHCHON TOMOTrpaduy rOJIOBHOTO MO3Ta MAaIlUEHTaM C
KIIMHNYEeCKUMU Tpru3HakaMmu [TA/ ¢ moaTBepKaeHHBIM aruarHo3oM [1A ¢ 11epr0 OIEeHKH COCTOSHUS

TOJIOBHOTO MO3Ta U BBISIBJICHUS] U3MEHEeHUH XapakTepHbix 1ist [TA [11], [24], [28].
YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KommenTapuu: ucciedosanus nposoosamcs 6 mom uucie 011 oupdepenyuanbHol OUacHOCMuKY ¢
OpyeumMu HACi1eOCMBeHHbIMU 3a001e8anusMU. Bo3modcHo nposedenue xomnviomepHol momozpaguu
20n06H020 mo3zea. IIpu nposedenuu KT/MPT zonoenozo mosea y nayuenmos c 114 eviaensaiom Koprkoso-
NOOKOPKOBYI0 ampoghuio, pacuiupenue HcenyoouKko8 Mo3ed, 3a0epicKy MUETUHU3AYUU, NOBbIULEHUe
UHMEHCUBHOCIU CUcHANA 6 obnacmu 6azanvHulx eanenues. Ciredyem ommemums, 4mo OAHHbLE
HapyuileHust He AGIAI0MCS 8blCOKOCNEYUPDUYUHBIMU U MOSYM HAOI00ambCs npu MUmMoXOHOPUALIbHBIX
OONe3HAX, MemUuIMAaloHo8oU ayudemuu, oOpyeux sabonesanusx. IIposedenue wnaprxoza — no

NOKA3AHUAM.

o PexoMeHI0BaHO peErucCTpalus >JIEKTPOKAPAUOTPAMMEBI, SXOKApAUOTpapUU BCEM NaIlMEHTaM C
nono3penrem Ha ITA ¢ 1enplo AMarHOCTUKHM KapJAMOMHOIIATUHA U HapylIeHUW puTMa cepaua [24],
[28].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: oannvie ucciedosanus neobxooumvl 6 mom ducie npu memaodonudeckom kpuse. Ilpu
HeoOXo0uMoCmu, npu HATUYUU NOKA3AHUL OISl UCCIe008AHUS — XOIMEPOBCKO20 MOHUMOPUPOBAHUS]
CepoeyHo20 pumma, /Uiy CymouyHo20 MOHUMOPUPOBAHUS aAPMEPUATbHO20 O0a8leHUs (CO2NACHO
COOMBEMCMBYIOWUM — KIUHUYECKUM DEKOMEHOAUUsM N0 HAPYUWeHUAM pUumma cepoya u/uiu

apmepuanbHol 2unepmen3ulL).

e PexomMeHI0BaHO TpoOBelEeHUE YIBTPA3BYKOBOTO HCCJIEIOBAHME OPraHOB OpPIOLIHOW MOJOCTH
(KOMIUIEKCHOE), YABTPa3BYKOBOIO MCCIEAOBAHMS MOYEK MAMEHTaM C KIMHUYECKUMH MpU3HaAKaMU

ITA c uenbro qUMarHOCTUKYU MAHKpeaTuTa U nopaxeHus nouek [2], [24], [29], [30].
YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e PexomMeHI0BaH manueHTaM ¢ KIMHUYECKUMH Tpu3Hakamu [IA mpuem (0CMOTp, KOHCYJIbTAIIHS)
Bpada-opTanpmonora  (OpTaTbMOCKONHUS,  BH3OMETpUA,  pedpakTOMETpus,  MEPUMETPHUSI
KOMITBIOTEpHAS, o ranbMOTOHOMETpPHS, UCCIIeZIOBaHUE [[BETOOIIYIIICHUS,
AMEKTPO(PHU3NOIOTHUECKOE HCCIIEeIOBAaHUE (PErHCTpaIisl 3PUTEIBHBIX BBI3BAHHBIX MOTEHIIMAIOB
KOPBI TOJIOBHOTO MO3Ta), OnoMukpodoTorpadus ra3Horo AHa ¢ UCIOIb30BaHUEM (PYHTyC-KaMepHl,
OMOMHKPOCKONHS TJ1a3HOTO JIHA, ONTHYECKOE HCCIIEOBAHNUE TOJOBKU 3PUTEIBHOTO HEpPBA U CIIOS
HEPBHBIX BOJIOKOH C TIOMOIIIbIO KOMIIBIOTEPHOTO aHAIIM3aTopa U Jp.) MO MOKa3aHUsIM, MPU HATHYUU

MOJ03PEHUI Ha Mopa)keHue oprana 3penus [11], [24].

YpoBenb yoenurTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 5)



KommenTapuu: unumepsanvt medxncoy susumamu OONHCHbL ONPEOensimvbCs UHOUBUOYANIbHO C YYemoM

803pacma, msaxcecmu 3a00/1e8anus, CMabdUIbHOCMU 00MeHa 8eujecms U COON0eHUsT OUuemomepanuu.

o PexomMeHngoBaHo  manMeHTaM ¢ KIMHMYECKUMH  mpu3Hakamu  [[A  mpoBeneHue
anekTposHiedanorpapun (Mpu IUATHOCTUKE W Jaliee MPHU HATUYUU CYAOPONKHOTO CHUHAPOMA) C

LEJIBbI0 CBOEBPEMEHHOM IMATHOCTUKU U KOHTPOJIS JIEUEHUS CYAOPOKHOIO CHHApoMa [24].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)
KomMmenTapuu: maroice nposooumcs anekmposnyeganocpagus ¢ 8U0eoMOHUMOPUHSOM.

o PexoMeHI0BaHO ManueHTaM C KIMHAYECKMMHM Ipu3Hakamu [IA u nonmo3peHnemM Ha CHMIKEHHE
ClyXa/llpu CHM)KEHHM CIlyXa HCCIEOBaHusl ciyXxa (IPOBEICHHE OTOAKyCTHUECKOM SMHUCCUU
(Tonanenass aymuometpusi, PeueBas aymuomerpusi, Wrpomas aymuomerpus, Peructparus
BBI3BAHHBIX aKyCTUYECKHUX OTBETOB MO3Ta Ha MOCTOSIHHbIE MOJyaupoBaHHbIE TOHBI (ASSR TecT))

(TIpu OTCYTCTBUU IKCCYJATUBHOTO OTHUTA) C IIENBI0 CBOEBPEMEHHOM TUAarHOCTUKY [24].
YpoBensb yoeaureabHocTu pexoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeILCTB — 5)

KommenTapuu: ucciedosanus nposoosimes 6 3a8Ucumocmu Om KIUHUYEeCKOU cumyayuu, mpedyemcs

npuem (0cMomp, KOHCYIbMAayus 8paia-cypoono2a-omopuHoilapuHeoi102a).



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

2.5.1 KoHcyabTanum ¥ HA0JII0IeHNEe CIEeNUATNCTOB

o Pexomenayercst ams HaOMIOACHUS TAIlMEHTOB C YCTAaHOBICHHBIM AWarHo3oMm [IA mpuMeHSThH
MYJIBTHIUCUUIIIIMHAPHBIA MOJX0/ B BHJAY TOrO, YTO 3a00JIEBAHUE XapaKTEPU3YETCS MOPAKEHUEM
MHOTHX OpraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOW TepamuH, 4YTO JUKTYeT HEOOXOAUMOCTD

COBMECTHOTO BEJICHUS MAlMCHTA CIEIUAINCTaMu pa3HbIX npodwteit [24], [25], [28].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KommeHnTapuu: noxazan npuem (ocmomp, KOHCYIbMAyus) 6padd-eeHemuxd, epaia-oghmanbmonoad,
8PAYA-HEBPONO2A, BPAYA-2ACMPOIHMEPON02A, BPAYA-IHOOKPUHONI02A, 6PA4aA-Kapouono2d, 6paid-
demckozo  Kapouonoza, 6pada-rHeponoza,  8paua-neouampa/spava-mepanesma/spaia  oouyeti
npaKmuKu (cemelino2o 8paya), 8pava-gusuomepanesma, epaya no ie4ebHou usKyIvmype nepeuttble
U noemopmvle, a makoice gpaueil opyeux cneyuaibHocmei nayuenmam ¢ I1A, umerowum Hapyuienus

@YHKYULL COOMBEMCMBYIOUUX OP2AHO8 U CUCTIEM.

o PexoMeHnayercsi npriemM (OCMOTp, KOHCYJIbTallMsI) Bpaya-reHEeTUKA MEPBUYHBIM M TOBTOPHBINA BCEM
MalMEeHTaM C KIMHUYECKUMM nojo3peHueM Ha [IA ¢ menpro mpoBeAeHUS MEIMKO-TEHETUYECKOIO
KOHCYJIFTUpOBaHUA, AU(depeHnanbHON JUarHocTuky, onpeneiaeHus taktuku JJHK-nquarnocruxu

Y MIOCTEAYIONIEH NHTEPIPETALMU MTOTYYEHHBIX pe3yabTaroB [24, 28].
Yposennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

o PexoMeHnayercsi nprieM (OCMOTp, KOHCYJIbTALlMsI) Bpaya-reHETUKA MEPBUYHBIM M TOBTOPHBIA BCEM
NalMeHTaM C MOATBEPKIEHHBIM AuarHo3oMm IIA c¢ 1enpo NmpoBENEHUs MEIUKO-TEHETUYECKOTO
KOHCYJIFTUPOBAHHUS, COCTABJICHUS IJIaHA JUCHAHCEPHOrO HAONIONEHUS, HAa3HAYCHUS JUETOTEpaIuu

1 KOHTPOJIs ee A PekTuBHOCTH B manpHeimeM [24], [28].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

° PeKOMeH)]yeTCH KOHCYJIbTallA Bpada-AueTOJIOra BCEM MMAalMCHTaAM C IMIOATBCPKACHHBIM AXMArHO30M
ITA JJIL  Ha3HA4YCHUA MMaTOreHEeTUYECKOU AUCTOTCpAIIM MW KOHTPOJISA €€ 3(1)(1)6KTI/IBHOCTI/I B

nanbHeumewm [24], [28].
YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMenTapuu: urmepsanvt medncoy susumamu OO0NHCHbL ONPEOESIMbC UHOUBUOYATbHO C YUemoM
so3pacma, msoicecmu 3a00/1e6aHusl, CMadUILHOCMU 0OMeHA 8eulecms U coOM00eHUs. Ouemomepanuiu.
Hasznauenue, KOHMpoab u KOPPEeKyuro OUemomepanuu Mo2ym oCyuwecmensms maxdice epai-neouamp/
8PAU-HEOHAMOL02/8PaU-mepanesm/spai-2eHemuK, UMewull onvlm 6 Je4YeHuu u Ouemomepanuu

3a001e8anull U3 2pYNnovl HAC1e0CMEEeHHbIX Oole3Hell 0OMeHa 8euecmas

o Pexomenayercss mpueMm (OCMOTp, KOHCYJIbTAlMsI) Bpauda-NCUXHAaTpa MHEPBUYHBIA M IOBTOPHBIM

naupeHTaM ¢ [IA 1pu MOJO3pEeHUM WM HAJIUYMM [ICHUXWYECKUX PACCTPOMCTB C LEJBIO



CBOEBPEMEHHOM JUAarHOCTUKH U JICUCHUS BBISBICHHOM naTosioruu [2], [24], [28].

YpoBeHb yOoeAUTEJIbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KOMMCHTapI/II/I: nosejleHue ncCuxudeckKkux pClCCWlpOIZCWl@ CBA3bI8AIOM ¢ MOKCUYHBIMU Memaborumamu

(ncuxo3wvi, OUNONAPHOE PACCMPOUCIEO U OP.), KOPPEKYUsL Ouemomepanuu CHOCOOCMaEYem pa3peueHuo

CUMNMOMO6 HApPYWeHUsl NCUXUKU. HHm€p6(1]lbl MGOfC()y BUBUMAMU  OOJIHCHbL onpe()efz}zmbc;z

uHOueudyaﬂbHO C yuemom eospacma mAoscecmu 36160]2666”!1/[}1, cmabuibHocmu oomena eeujecme u

cobn00eHUs. Ouemomepanuu.

Pexomenayercsi mpuem (OCMOTp, KOHCYAbTAIMsl) Bpadya MO MEIUIMHCKON pealduiauTaiiiu/Bpada
¢busnyeckor U peabMIUTAMOHHON MEAMIIMHBI EPBUYHBIE M MOBTOPHBIC, MPUEM (KOHCYJIBTAIMS)
MEIUIIMHCKOTO TICUXOJIOTa M MEOUIMHCKOTO JIOroneAa NEpBUYHBIA UM MOBTOPHBIA IS
IUTAHUPOBAHUS WHJWBUyAIbHON pEadbMINTAlMOHHON MPOrpaMMBbl TICHUXOJIOTO-TI€IarOrH4eCcKOn
noasepxkku naruentam ¢ [1A u ux cembsm [11], [24].

Yposennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

KommenTapuu: paspabomra unousudyaivbHoUt npocpammvl Oepexmonocuieckou peaduiumayuil,

Paspabomka unousuoyanvroil npoepammul 102oneoudeckou peaburumayuu. Ilayuenmam Heobxo0umo

mecmupoearnue no ymGQPJfC()eHHblM Memoouxkam OJis onpedeﬂenuﬂ UHMEIEKMYAJIbHO20 pA36UIMUAL.

Icuxonocuueckas nomouwb nayuermdam mooaceni nompe608amb Kypc 3AHAMUL — 8 3A6UCUMOCIU OM

UHOUBUOYATIbHBIX 0COOEHHOCMEel NAYUEeHMA U CEMbU.

Yenyeu meouyunckozo noconeoa:

MeOUKo-1020nedudeckoe Ucciedosanue npu oucoazuu,
MeOUuKo-n1020nedudeckoe ucciedosawue npu agazuu;
MeOUKo-1020nedudeckoe Ucciedo8anue npu OU3apmpuL;
Meouxo-n1o2oneoudeckas npoyeoypa npu oucazuu,
MeouKo-i1020neoudeckas npoyeoypa npu agazuu,
MeOUKo-1020neoudeckas npoyeoypa npu Ouzapmpuu;
MEOUKO-11020ne0UYeCcKas MOHATbHO-PUMMUYECKAs NPOYeoypd,

MeOuKo-1020neduyeckas npoyeoypa ¢ UCHONb30BAHUEM UHMEPAKMUBHBIX UHDOPMAYUOHHBIX
MexXHoN02Ul.

2.5.2 IlucpdepenunaibHas THATHOCTHKA

PexomengoBano 1poBoauTh AuGGEepeHIMANbHYI0 JTUACHOCTUKY C  I[OCTTUIOKCHYECKUMU
MOPKEHUSMA HEPBHOW CHUCTEMBI, BHYTPUYTPOOHBIMH HWH(MEKIUAMU, TOCTBAKIIMHAIBLHBIMU

OCJIO)KHCHHUAMHU, CaXapHbIM I[I/Ia6eTOM (HpI/I BBISAABJIICHHUUN FI/IHepFJIHKeMI/II/I), HaCJICACTBCHHBIMHU



HapylIeHUSIMA OOMEHa BEIIECTB, B YACTHOCTH C APYrMMH (opMamMu OpPraHMYECKUX aluaypui,
nedeKTaMu LMKJIa CUHTE3a MOUYEBHMHBI, C MUTOXOHAPUAIBLHBIMU 3a00J€BaHUSMU, HAPYIICHUSIMU

IJIMKO3UJIMPOBAHMUS, TIIMKOT€HO3aMu U 1p. [24], [28].

YpoBennb yoenureabHOcTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TepalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Cmpameeuﬂ JederHusl nayueHmoe - 3axKjarodaenmcia 6 - CHUNCEHUU 06pa30661H1/l}Z moKcu4decKkux
Mema60ﬂum06, npe()ynpeafcdeﬁuu paseumus Kemoab;udos'a, cunepammonuemuu, moKcu4ecKoco
nopasiCerusl MKaHel 20l108H020 Mo32d U GHYMPEHHUX OpcadHo6 C obecneuenuem npoyeccoes
aHa60/zu3ma, HOPMAJIbHO2O pocma u HympumueHoco cmaniyca oemeil. OCHOBHBIMU KOMNOHEHMAaMU
KOMNJIEKCHO20 J1eHeHUsA nayuermaoe CjiyaHcan HU3K0benxkosas ouema u cneyuanusupoearnHble I’lpOOyKWlbl
be3 namozceHemu4ecku 3HAYUMbBIX amuroKuciom, npenapanivl #Jl@G‘OKClpHMmuHCl. Ilo nokazanusm
HA3HA4YAom npomueodnuienmudecKkue npenapamosl, CUMNMOMAMUYEeCKyro mepanuro, KOppeKuuro

BUMAMUHHOU HEOOCMAMOYHOCHU.

3.1 KoHcepBaTuBHOE JIeUeHHE

JAuerorepanus

e PexomengoBano Bcem nanuentam c ITA nmpuem (ocMOTp, KOHCYNIbTallMsl) Bpadya-reHeTHKa W/ Uiu

Bpayva-IMEeTOJIOra NEPBUYHBIN U TOBTOPHBIN C LEIbI0 HA3HAYEHUSI U KOHTPOJISL auerorepanuu [31].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

Kommenrapuu: owceramenvno, umobvl cneyuanucmsl umenu ONbIM J€YeHUs U  HA3ZHAYEHUs]
ouemomepanuy RAYUEHMAam ¢ 3a00J1e8aHUAMU SPYNNbL HACTE0CMEEHHbIX bone3nell 0bMeHa eujecms;
C Yenblo HA3HA4eHus U KOHMpOous 3pgekmusHocmu Ouemomepanuu makice 603MONCEH Npuem
(ocmomp, KOHCYIbmayusi) 8paua-neouampa/8pava-HeoHamon02a/epaia-mepanesma, no
BO3MOJNCHOCMU, UMEIOWUX Onblm 6 JledeHuu u ouemomepanuu 3a001e6aHuli U3 2pynnvl
HacneocmeeHublx boneznell oomena eewecms. Ilpumepvl pacuema ouemul npusedenvl 6 Ilpunodcenuu
A3.A4.

o PexoMeHI0BaHO HAa3HAYCHHE TUETOTEpANMHU U OCYIIECTBIEHUE KOHTPOJs ee d(HPEeKTUBHOCTH HE
pexe 1 pasza B rox BceM nanueHTam c¢ [1A ¢ 1enpto npoBeneHns NaTOreHETUUECKOro JieueHus [25],
[31].

YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KomMenTapuu: neobxooum npuem (ocmomp, KOHCyIbmayus) e6pava-neouampa nepeuyHsvlil U
NOBMOPHBIL U/UNU npuem (0CMOmp, KOHCYIbMAyust) 8paia-2eHemuKa nepeudHblil U NOGMOPHLIUL U/ Ul
npuem (ocmomp, KOHCYTbMAyusi) 6pava-HeOHaAmon02d NePeUYHbIL U NOSMOPHLIL U/UTU npuem
(ocmomp, KOHCYTbmMayus) 8pava-ouemono2a nepeuynbvlil u nosmopHulil. Ha 1 200y scusnu Konmpons
agpghexmuenocmu ouemomepanuu 0o 1 pasa 6 mecay, daree 0o 1 pasa 6 3 mecaya, nocie 3 nem ¢

yacmomotu 00 1 paza 6 6 mecayes. Heobxooum konmponv ynompeonsaemou HcuoKocmu.



o PexoMeHI0BaHO OTpaHWYUTH TMOCTYIUICHHE Oeika (B TOM YHCIE A0 TOJIY4YeHHUs J1abopaTOPHBIX
PE3yABTaTOB, MOATBEPKAAIOIIUX 3a00JI€BaHNE) BCEM MALMEHTaM C KJIMHUYECKUMHU MPOSBICHUSMH,
xapaktepHbiMu 175 [1A, ¢ 1enbio mpeaoTBpalleHuss pa3BUTHs MeTabonrueckoro kpusa [24], [25],
[28].

YpoBeHb yOeAuTEeIbHOCTH PpeKoMeHAannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2)

KomMmenTapuu: nocxonvky passumue memabdoiuueckoco Kpuza moxcem npueecmu K Heoopamumvim
UBMEHEeHUSIM CO CHMOPOHbl HEPBHOU cucmemsl, npu nooospenuu na IIA credyem coopams
ouomamepuan 011 npogedeHuUss OUOXUMUYECKO20 MEeCMUPOBAHUs U 3ameM nepesecmu nayueHma Ha
numanue ¢ HU3KUM cooepxcanuem Oenxka. [lnis Oemell nepeoco NOAY200usi JHCU3HU 2PYOHOe
BCKAPMIUBAHUE UTU BCKAPMIUBAHUE OEMCKUMU MOJOYHBIMU CMECAMU C HUBKUM COOepICaHuem benxa
(1,2-1,3 2/100 mn 6occmanosnennozo npooykma). /[ns oemeii cmapuie 6 meciayed — UCKIIOUEHUE
8bICOKOOENKOBBIX NPOOYKMOB (MSCO, MBOpo2, pblba) u3 payuona. buoxumuueckue mecmol npo8oOSMcs
6 meueHue 3-7 OHel, a MONeKYIAPHO-2eHeMUYecKUue UCCie008aHus Mo2ym nompebosams oxkono 2-3

Heoenw. [loamomy Heobxooumo, umobsl 8 2mom nepuod pedeHoK Haxoo0UICs Ha HU3KOOEIK08ol duene.

o PexoMeHI0BaHO CTpOroe oOrpaHWYCHHE O€IKa HATypalbHBIX MHIIEBBIX MPOIYKTOB BCEM
nalyeHTaM Toclie MOATBEpKAeHUs nuarHo3a [1A, ¢ nenpio cBeeHHs K HE0OXOMUMOMY MUHUMYMY
MOCTYIUICHUE B OpPraHW3M aMHUHOKHCJIOT METMOHWHA, TPEOHWHA, BaJMHA, M3oJeiiuHa [24], [25],

[28], [32].
YpoBeHb yoeauTeJbHOCTH pekoMeHaanuil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KOMMCHTapI/II/I: nocie nodmeepofcdeﬂuﬂ ouasHo3a  Maxkmuxa c)uemomepanuu OCHO6dHAa HA

CLeOVIOWUX NPUHYUNAX!

- 02panudene NnoCMynienus U30ieuyund, 8aiuHd, MpeoHUHa U MeMUOHUHA ¢ nuuell 00 MUHUMATbHOLL
nompebrnocmu, s Oemeti Nepeoco NOAY200Us JHCUZHU O02PAHUYEHUe PACNPOCMPAHIemcs: HA
MaAmMepuHcKoe MONOKO Ul OemcKue MOJLOUHble, Ul coesble cmecu, OJisi Oemell mopoco NOxy200us.
JHCUBHU — 3anpem Ha 68edeHUe 8 Kauecmee NPUKOpMA 6blCOKODENKO8bIX NPOOYKMO8 (Mscd, pblobl,
meopoea, AulY, MONOYHBIX NPOOYKMOS, 60006bIX U M.0.), Ol NAYUEeHMOo8 cmapuie 00HO020 200d —

cmpocue oepadHuderusl 6 UCnolb306aAHuUU 8bICOKODENIKOBBLX I’lpOOyKWZO@

- obecneuenue @usuonocuueckolu nompeoHocmu 6 Opyeux AMUHOKUCIOMAX U HeoOX0OUMbIX

HYMPUEHmMax 075 NPeoynpedcoeHus ux HedoCmamoyHOCMuU U NOOOEPHCAHUSL AHADOAUIMA,

- oZcpaHu4deHue I/l0mp€5fl€Hu}l IHCUPHBLX Kuciont C He4YeniHoviM YUCIOM anomoe yeﬂepoda u

xoiecmepuna,
- UCKJIIOUYEeHUEe ZOJZOOCZHME, npe@ynpeofcdenue akmueayuu npoyeccos Kama60ﬂu3Ma;

Obwutl 6enox 1ewedH020 PayUoOHa PacCHumvbl8aemcs UCX00sl U3 603PACMHbIX NOMpedbHocmell pebeHKa
(IIpunooicenue A3.2), a maxdice ¢ yuemom morepanmHocmu nayueHma K OeiKy 6 3a8ucumocmu Om

Gopmbl u macxcecmu meyenusi 3abonesanus [28]:



- Keoma Oenka HamypajibHblx npodykmoe Hasnavaemcs ¢ yd4emom MUHUMATIbHOU nompe6ﬂocmu 6
namoecernemu4ecKku 3HAaA4YUMblX dadMUHOKUciomax — MENUOHUHe, mMpeoHUHe, 6aJlURE, u30ﬂeﬂz4uHe

(IIpunooicenue A3.3);

- C U€eiblo Komnerncayuu Oe¢ub;uma benxa UCNONIBL3YIOMCA cneyuaitusupoearHvle l’lp00yKWZbl HA OCHoee

AMUHOKUCTIOM 6e3 MeMUOHUHA, MPeoHUHa, eanruna, uzoneuyuna (Ilpunosxcenue A3.3, A3.4).

Crnedyem nonv308amuvcsi OOHUMU CHPABOYHLIMU MAMEPUATLAMU NO XUMUYECKOM)Y COCMAgy NPOOYKMO8
(6 pA3HBLIX CHPABOYHUKAX OAHHLIE MOSYM OMJIUYAMBCA) C Yenblo Npedomepaujenus OouudoK 6

pacuenmax.

- B Ilpunoowcenuu A3.5 npeocmasnen cymounsiii HAOOp NPOOYKMOEG 0 0emell OOUIKOIbHO2O 803DACMA

C NPONUOHOBOM ayudemuel.

o PexomeHnnoBaHa xoMrieHcalus AeduuTa O0eaka 3a CUCT CIeUaTN3UPOBAHHBIX CMECEH Ha OCHOBE
AMUHOKHCJIOT, COOTBETCTBYIOIINX BO3PACTHBIM MOTPEOHOCTSM B OCHOBHBIX MUIIEBBIX BEIIECTBAX U
SHEpPruU, HO HE COAEpkKAIIMX METUOHWH, TPEOHWH, BaJWH, U30JEUIIMH BceM mainueHtam c [1A, ¢

LIEJIbIO MOACP KaHusl alcKBaTHOTO HYTPUTUBHOTO cTaTtyca [24], [25], [28], [32].
YpoBeHb yOenuTEeIbHOCTH PpeKoMeHAannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2)

e PexomeHaoBaHO obecrieueHune JIOCTaTOYHOM 3H€pFCTH‘-ICCKOI71 HECHHOCTHU palMOHa B OCHOBHOM 3a
CUCT YITICBOAOB BCCM IIAllMCHTAM C ITA ¢ ueabro MOAACPKAHUA TIPOUCCCOB aHabolM3Ma H

MpEeAOTBPAILCHHs Pa3BUTHS IIPOIIeCCOB Katabonm3ma [24], [28], [33].
YpoBennb yoenureabHocTH pekoMmenaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o PexoMeHI0BaHO orpaHndeHUE KBOTHI KUPOB 10 50-60% OT BO3pACTHBIX CYTOYHBIX MOTPEOHOCTEH
BceM manuenTam ¢ [TA ¢ menpro mpeaoTBpalIeHUs] HAaKOTUICHUST TOKCHYHBIX KHUCIOT — TIPOIYKTOB

B-okuCIeHMs KUPHBIX KUCJIOT C HEYETHBIM YHUCIIOM aTOMOB yriiepoza [24], [28], [32].
YpoBensb yoeauteabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

KOMMCHTapI’II/I: 6 Kauecmee ucmodHuxka askcupa npednoqmumeﬂbﬂee ucnoibvzoeanv pacmumeilbrHvle
macida, codepofcau;ue NOJUHEHACBIULEHHblIE OJICUPHbLE KUCTIOMmbl (pancoeoe, JIbHAHOE, OJIUBKOBOE,

nooconneuroe u op.)

o PexomengoBaHo oOecrneueHne Bcex manreHTOB ¢ ITA TOCTATOYHBIM KOJIMYECTBOM >KHUIKOCTH C

[ETBI0 MPO(MITAKTUKY HAPYIIIEHUS BOIHO-3JIEKTpOIUTHOTO Oamanca [24], [25], [32].
YpoBeHnsb yoeauteabHocTn pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

o PexomengoBan Bcem mamueHTam ¢ [IA ngpoOHBIM mpuem numM 0€3 IUTETBHBIX HOYHBIX
MepPEephIBOB BO M30€KaHUE TOJIOAaHUs, OCOOCHHO JCTSIM TPYIHOTO W paHHETo Bo3pacta [24], [25],
[28], [32].

YpoBenb yoenuTeabHOCTH pekoMeHaaunii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)



3.1.2 MeauKaMeHTO3HOE JeUYeHHE.

e PexomMeHI0BaHO Ha3HAYEHUE #HJIEBOKapHUTHHA BceM marueHtaM ¢ [IA ¢ 1enpio MOBBIIEHUS

BBIBEICHUSI TOKCUYHBIX KUCJIOT U JIMKBUAAIIUM HEAOCTATOUHOCTH KapHUTUHA [24], [25], [28], [32].
YpoBeHb yOequTEeIbHOCTH peKoMeHAannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2)

Kommentapuu: #resoxapnumun naznauaemcs uz pacuema 100-200 me/xe/cym 6 2-4 npuema, 003a
KOPPEKMUPYemcs. 6 3Aa8UCUMOCIU Om  KIUHUYEeCKO20 omeema U YpoeHs kapHumuHa. Tepanus
npoBoOUmMcs:  NpaKmuyecku HenpepuvléHo. B nepuoo memabonuueckoco «xpuza u  ocmpoi
2unepamMmoruemMuu 003a modcem ovimo yeeauuena 0o 300 me/ke/cym. OOnaxo epynna 5KCnepmos

npeonazaem He Npesululams CYmoyHyI0 003y #iesokaprumuna eviute 12 2 0ns 83pocavix [24].

o PexomennoBano BceM marnueHtam ¢ [[A Ha3zHaueHue aHTHOAKTEpUALHOW TEpanuu C IEJbI0

KOpPEKIIUA 0OMEHA BEIIEeCTB MMyTEeM HOpMaIu3alluy KUIIEYHOU MUKPOOHOTHI [24], [25], [28], [32].
YpoBeHb yOeauTEeIbHOCTH PpeKoMeHAannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: yuyumsisas, umo oxono 25% nponuonamos o00paszyomcs noo  GiusHuem
JHCUBHEOeSAMENbHOCIU  KUWEYHOU MUKPOOUOMbL, OONOIHUMETbHBIM CNOCOOOM KOppeKyuu o0OMeHa
A61emcs. AaHmuUOaKmepualbHas mepanus ¢ Yeivio no0ALeHUs aKMUGHOCMU NAMO2EHHbIX U YCIO8HO
NaAmo2eHHbIX MuKpoopeanuzmos. Hasznauarom xypcwl #tmemponuoaszona™* 6 ooze 10-20 me/xe/cym 6
meuenue 10-14 Oweu, uepez 3-4 medenu Kypc npu HeoOXOOUMOCMU NOBMOPAIOM UIU, 8 CIAyyae
HenepeHnocumocmu #memponuoazona™** unu yepeoyrom c #mempornuoazonom™* ¢ unmepsanom 1 mecay
— Hamoxcuyunnun** (50me/ke) unu #Ko-mpumokcaszon [Cynvpamemorxcazon + Tpumemonpum]** (20
me/ke) [23]-[25], [31] Hepeoosanue npenapamos neobxo00umo 051 NPOGUAAKMUKU PA3ZEUMUSL
PE3UCMEHMHOCMU MUKPODIOPLL K aHMUMUKPOOHOU mepanuu. Bo uzbedcanue pazeumus KOIOHUL,
YCMOUYUBbIX K JleKapcmeam, pekomeHoyemces 1-2 nedenu mepanuu, uepeoys c¢ 2-3 Hedelsmu nepepvie
unu yepeoys Kkaxcowlili mecsay. Moowcem Ovimv none3no npuHUMams 000asKu ¢ npoouomukamu (uzdbezas
mex, Komopwvle cooepicam —Oakmepuu, NpoOOYYUpyrowue npPoOnUOHO8YI0  KUCIOmY), UmooOvl

goccmanosums U coanancuposams Kuuieunyio gnopy [24].

o PexomengoBanbl mpemnaparsl konekanbimdepona** (All (Butamunsl)), nnanokobamamuHa*™* u
¢donueBoit kucnore** (BO3B (Butamun B12 u ¢ponuenas kuciora) npenaparsl IIUHKA U IpenapaThl
cenena (A12 (MunepanbHble 700aBku) namnueHtam ¢ [TA npu HaaM4MM MOKa3aHU B BO3PACTHBIX

JIO3UPOBKAxX € LEJbI0 KOPPEKIIMU HYTPUTUBHOTO cTaryca [24], [28], [32].
Yposenn yoenureabHOCTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

e PexomengoBano mnamuveHntaMm ¢ [TA uMeromuM XpOHUYECKYH) THIIEPAMMOHHUEMHUIO Ha3HAYEHHUE

npenapara A16AAQS kapriiyMoBas KUCJIOTa C 1I€JIbI0 KyITUPOBaHUsI cocTosiuus [25], [27].
YpoBeHb yOeauTEILHOCTH peKoMeHaaunii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2)

KOMMeHTapHﬁI NOBBLIULEHHBIM YPOBHEM AMMORUA 6 NIdA3Me Kpoeu y HOGOpODfC’aeHHle cdumaemcs

ypogeHv bonee 150 mmonv/n (>260 me/on), y demeul cmapuie2o 8o3pacma u 3pocavix - bonee 100



mmonw/n (175 me/on) [40]. Ilo oanuvim numepamypsl ypo8eHb AMMOHUS, MPeOVIOWUll HA3ZHAYEHUs
Kapenymoeou Kuciomwl, cocmasiiem om 142 + 46,495 mxmonwv/n. Cpeousia 003a Kapauiymosou
Kuciomul cocmasisem 85 me/ke/cym (Ouanazon 100-250 me/ke). Bvisgneno oocmoseproe cHudicenue
VPOBHS AMMOHUS 8 NAA3Me KPOBU NPU ONUMETbHOM JleYeHUU KAPeIYMOBOU KUCIOMOU U CHUMCEeHUe

yucaa aMU30008 eunepammonuemuu, mpeoyrowue cocnumanuzayuu [31], [34], [35]..

Onvlm npumeHneHus KapenymoBol KUCIOMbl UMeemcs: 8 psade KIUHUK, HO KOAUYeCMmB0 NayueHmos,
KOMOPbIM NPOBOOUMCS OAHHASL Mepanus 6ce euje 0SPaAHUUEHO, NOIMOMY MpPeOVIomcs OalbHeluiue

uccnedosanust s coopa doxazamenbcmas no d¢hpexmusrHocmu smozo npenapama [27], [31], [36].

3.1.3 JleyeHue NMalMEeHTOB B NEPUOI MeTA00IMYECKOI0 KPpHU3a

Hpu yepose uiu 6 ciaydae paseunius Mmemadonuyecko2o Kpusa JjedeHue OONIHCHO HAYUHAMBCS

He3aMeOIumebHo.

Jleuebnwvie meponpusimus HanpaejleHvl Ha npexkpaujeHue 06pa30661Hu}1 U HAKONJ€eHUA mOKCUYHbIX
op2aHu4ecKux COCOUHEHULL U 8blBEOCHUE UX U3 opecaHusma. Taxmuxa neuenus oemeii 6 nepuod Kpusa
6KJirouaem KOoppeKuuro duemomepanuu, gbléeoeHe Hakaniuearowuxcsa opcanuvecKkux kxuciom,
KoppeKkyuro Mmemabonu4yecko2o Cll/ﬂ/l003a, cunepammoruemuu u 600H0-3]Z€Kmp0]llxln’IHblx HapymeHuﬁ,

9Hep2emu4ecKyro N000epPIHCKY U CHUNCEHUSL UHMEHCUBHOCmU npoyeccos kamabonuzma [24], [28], [37].

° PCKOMeHZIOBaHa OKCTpECHHAsA TOCHIUTAIM3alusg MW BbIIIOJIHCHUC MCpOHpI/IﬂTI/Iﬁ M0 KOPPECKIHUU
AUCTOTCPAIIMN U TIPOBCACHUIO WHTEHCHUBHOM TCpalluk BCEM ITallUCHTaAM C ITA npu yrposc ujiu B
CJIydac pa3BUTHA METa00IUIECKOrO Kpu3a € ICJIbI0 HC3aMCJINTCIIbHOT'O ITIPOBCACHU A WHTCHCUBHOM

TEepanuu U MPeOTBPAILCHUS YTPOKAIOIIUX KU3HU OcliokHeHuit [24], [25], [28], [38].
Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

KommenTapuu: npu nanuuuu 1106020 u3 paxmopos, cnocoOHvlX cnpo8oyupo8ams mMemadoiuyeckull

KpU3, He0OX00UMO PAcCMOmpems 60NPOC O HA3ZHAYEHUU UHGDYZUOHHOL Mepanuiu.
dakmopwi, cnocobHble CNPOBOYUPOBANL MEMAOOIUYECKUL KPU3:

- npuem nuueesvlx benxkos u HCUPOB 6 Kojaudecmee, npesvluiarowiem moaepannnocms OpcaHusma

O01bHO20 pebenKa,
- HedoeOanue, HU3KASL KATOPUUHOCMb PAYUOHA,

- UHMEpPKYPPEHMHble PeCnupamopHsle UIU HCelyOOUHO-KUULeUHble UHDEeKYyUoHHble 3a00n1e8aHus u

opyaue (axmopbl, nposoyupyoujue Kamaooiusm,
- nosvluleHue memnepamypsl meud,
- anecme3susl, Xupypeuveckue eMeuamenbcmaeda.

o PexomeHg0BaHO mainueHTa ¢ MeTabonuueckuM kpu3oM Ha ¢one IIA mepeBectn Ha nHUTaHHE

HCKJIFOYUTEJIFHO CMEChI0 aMHMHOKHUCIIOT 0€3 HSOﬂefIHHHa, MCTHMOHHWHA, TPCOHMHA U BaJIMHA, HO HC



0omnee yem Ha 24-48 4acoB C IIETBI0O CHIDKCHHS 00pa30BaHUs TOKCHYHBIX MeTaOomuToB [24], [25],
[28], [32].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: npu namuuuu cpvleusanuii, peomsi, omkaza om eobl — KOpMieHue uepes
HA302ACMPAIbHLIN 30HO Ul 2acmpocmomy (ycmanogka eacmpocmomol) [24]. Cobnrodoams pedcum

OPOOHBIX U YACMBIX KOPMACHULL U U30e2amb OIUMeNbHO20 20100AHUSL.

e PexomengoBano mnamueHtam c¢ [IA B meTabonMueckoM KpH3€ CYTOYHBIM YypOBEHb Oelka-
HKBHUBAJICHTA B pallMOHE MalueHTOB ¢ [IA moxmepxuBaTh HE HUXKE OE30MACHOTO YPOBHS, MPU STOM
oOecrieunBasi BBICOKOKAJIOpUiHOE muTaHue (Tabnuua 2), ¢ LeIbl0 CHIKEHHs OOpa3oBaHUs
TOKCUYHBIX MeTabonuToB [24], [25], [28], [32].

YpoBenn yoenureabHOcTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommeHTapuu: swepeemuyeckylo yeHHOCMb Nuwu U 6800UMOL HCUOKOCMU NOGLLUAIOM 34 CYem
ucnonvzosanus 5-10% Oexcmpo3vl**,  2110KO30NONUMEPHBIX PACMBOPO8  (MATbMOOEKCMPUH) 8
OONONIHEeHUe K CMeCU HA OCHO8E AMUHOKUCION, pacyem npoussooumcst ucxoos u3z kaioputinocmu 1 2
yeneeoooe = 4 kkan, 1 2 mambmodexkcmpuna npupasnueéaemcs K 1 2 yeneeo0os. BozmooicHo
napeumepainbHoe 8gedenue y2ne60008 (3-10% dexcmposvi **), a maxaice nunuoos (BO5SBA - Pacmeopui

0J151 napeHmepaibHo20 numanus) 0o 1 e/ke/cymku.

Tabnuuya 2. be3onacusiii yposenb nompebienus 6enxka u nompeoHoCmy 6 SHepeUU y 0emeli paziuiHo2o

803pacma ¢ NPONUOHOBOU ayudemueti 8 nepuood memabdorusecko2o kpuza™*

Bo3spacr 0-12mec 1-3 roga 4-6 ner 7-10 net 11-18
O6wmnii 6enoK r/kr/cyT 1,8-1,31 1,3-1,2 1,1-1,0 1,01 -0,99 1,14-0,99
SHeprus 150-120 110-80 80-70 60-40 60-50
Kkan/kr/cyTku

XKunakoctb 120 100 1200-1500 1500-2000 oT 2000
(B T.4. BOoga**, pacrtBopsbl A4/151 NapeHTEPasibHOro nUTaHus) mia/kr/cyt | ma/kr/cyt | ma/cyt Ms/cyT ms/cyT

*- aoanmupoeano uz Matthias R Baumgartner et al. 2014 [24].

o PexomengoBano uyepe3 24-48 4dyacoB Tmocie OTMEHBI HaTypaJbHOTO Oenka (B TeEpUOT
MeTabonuyeckoro Kpusa) mnauveHtam c IIA mocreneHHO BBOAUTH HPOAYKTHI, COJEpKAlllne
HaTypaJbHBIA O€JOK LEIbI0 MPEeNOTBpalleHUs] HYTPUTUBHOM HemoctarouHocTH [24], [25], [28],

[32].

YpoBenb yoOeaurTeabHOCTH pexkoMeHgauui C (YypoBeHb J0CTOBEPHOCTH A0KA3aTENbCTB — 5)
Kommenrapuu: ucmounuxom namypanonoco 6enxa Onsi Oemell NEPEblIX WeCmu MeCAYes JHCUSHU
ABNAEMCA MAMEPUHCKOE MOLOKO/OemCKasl MONOYHASI CMECh, O/ Oemell Mopo20 NOLy200UsL HCUSHU —
makoice HU3KOOenKosvle NPOOYKMbl npukopma, Os Oemel cmapuie 200a — HUSKOOEIKO8ble
HamypanvHsvie nPooyKmul (Kpynsl, 060wU, (pyKmul, pacmumeibHble MACa) U CReYyuaiu3upo8aHHble

HU3K0OeNKOBble NPOOYKMbl HA OCHOBE Kpaxmanos [24].



o PexomengoBano manueHTaM B MeTa0onmumyeckoM kpm3e Ha Qone I[IA  mpumeHsATH
[JTIOKO30IOIMMEPHBIE PACTBOPHI (MAJBTOAEKCTPHH), a TaKKe HU3KOOEIKOBBIE MPOAYKTHl HA OCHOBE
Kpaxmania JJisi MOJJEpPHKaHUsI COOTBETCTBYIOIIEH SHEPreTMUEeCKON LIEHHOCTH panuoHa [24], [25],
[28], [32].

Yposenn yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

o PexoMeHI0BaHO yBelIMUYEHHE J03bl #IEBOKAPHUTHHA TAIlMEHTaAM B METaOOIMYECKOM KpH3e Ha
¢domne [TA nns noseimenus d3pdpexruBHocty Tepanuu [24], [25], [28], [32], [37].

YpoBenb yoeauTteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: #resoxkapnumun nasnauarom 6onocHo ne menee 100 me/ke maccet mena u oanee
ocmaensaom  noodepoicusarowyro 003y 100  me/ke/cymku. [{na  noevlwenus s¢ghghexmuenocmu
npeonoumumenbHo  6HYMPUBEHHOE UNU  BHYMPUMbIUEUHOEe B88e0eHUe npenapama ¢ Yeiublo
nO00EPAHCAHUsL COOePIAHCANUSL CBODOOHO20 KAPHUMUHA 6 KPOBU 6blule HOPMANbHLIX 3HAYEHUU. Imo
obecneuusaem O0emMOKCUKAYUOHHYIO (DYHKYUIO KAPHUMUHA, YIyuuiaem Cea3bl8aHue U GbleeoeHuUe U3
OpP2aHU3MA MOKCUYHBIX NPONUOHOBLIX NPOU3B0OHbIX. [lpu ucnonv3oéanuu 6blCOKUX 003 BO3MONCHO
pazeumue 2¢hghekmos 6 sude MowHOMbl U HENPUAMHO20 3anaxa (Moua, ovixanue, nom). Yxazanuvie
A6leHUs NPOX0OAmM Nocie CHUdcenus 003bl. B nepuod memabonuueckoco Kpusa u ocmpoi
2unepammonuemuu 003a modxcem ovimov yeenuuwena 00 300 me/ke/cym. OOHaxo He pexomeHOyem

npesviuams Cymounyro 003y #iesoxaprumun eviwe 12 2 015 63pocavix nayuenmos [24].

o PexoMeHI0BaHO BHYTPUBEHHOE BBEACHUE PAcTBOpPa JCKCTPO3bl** manueHTtam ¢ [IA B cocTosHUM
MeTa0OIMIECKOTO KpHU3a C IEIbI0 BOCIIOJHEHUS YHEPTETHUYCCKOTO Ne(PUIIUTA W TPEIOTBPALICHHUS
pPa3BUTHUA HEBPOJOTUUECKUX Hapyienuit [24], [28], [32], [37], [39], [40].

Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 5)

KommenTapuu: suympueennoe 8gedenue pacmeopa Oekcmposvl** uz pacuema: HOBOpOdICOeHHbIE U
oemu 00 1 2o0a 8-10me/ke/mun, om 100 3nem 7-8 me/ke/mun, om 4 0o 6 nem 6-7 me/ke/mun, om 7 00
12 nem 5-6me/ke/mun, cmapuwe 12nem 4-5 me/xe/mun, e3pocivie — 3-4me/xe/mun. Ilpu crudicenuu
2NIOKO3bl HUdICce 2,5 MMONL/TL 8 KPOBU HEOOX0OUMO BHYMPUBeHHOe cmpyliHoe ésederue He menee 10%
oexcmpo3svl** uz pacuema 2-3 mi/ke, 0anee nepexoosm Ha 6HympuseHHoe kanenvroe egedenue 10%
dekcmpo3vl** co ckopocmvuio 7-9 me/ke/mMun 00 Hopmanuzayuu yposHs 2noKo3vl 8 kposu. Haznauenue
0eKcmpo3bl** He MmobKo 80CNONHsEM MKAHEBOU YHepeemudecKull depuyum, HO U NOOAGISem TUNOIU3

u CHuUustcaem I’ZpOOyKI/ﬂ/liO MOKCUYHbIX Oepueamoe HCUPHBIX KUCTIONI.

Heomnooichyto enympueenHyio mepanuro ciedyem HAuuHams KAk MONCHO paubuie npu 0Oonee
MANCENbIX COCMOAHUAX, C BbICOKOU MeMnepamypou, No8MOpAIOWelucs pEOMoU UIU MAHCETbIM

cacmpOosrRmepuniom.

Pacmeopuvl onsa enympusennvix unghysuil, cooepacawue 10% oexcmpo3y** (unu 6onee) crnedyem
UCNONB308aMb 0adice NPU HOPMATIbHOM YPOGHe 2N0Ko3bl 6 Kposu. Eciu y nayuenma passusaemcs

SHaA4YUmelbHAA cunepeiukemus C 2/1;01<03ypueb7 u umeromc: npusHaxKu MemabonuyecKkotl



O0eKoMneHcayuu, mo ciedyem paccmMompems — BO3MOJNCHOCMb — Hayana uH@ysuu #Huncyiuna
pacmeopumoeo [4enoseueckoco 2eHHo-uHdiceHepHo2o] ** emecmo cHudiceHus ckopocmu uH@yzuu
dekcmpo3wl**, cnocobcmaeys anabonuueckomy cocmosanuro. Hauanvnas ooza ons ungyzuu #uncynuna
pacmeopumozo [uenoseueckoeo eenHo-uHdiceHeprozo] ** cocmasnsem 0,01- 0,05-0,1 ME/ke/u.

Ypoeenv uncynuna cnedyem mumpoeamo, umobbl n000epHCUBAMb YPOBEHb 2IOKO3bL 8 KPOBU MENHCOY
100 u 150 me/on [56].

Cnedyem ommemums, umo un@y3us 6oiee KOHYeHMpUpoB8aHHo2o pacmeopa dekcmposvl ** (15-20%)
npu 0Oonee HU3KOU CKOPOCMU UH@Y3UU NOCPeOCMEOM YEHMPAIbHO20 —Kamemepa MONCen
nompe6osamvcs npu HedocmamoyHrou cepoeunou gyukyuu [57]. Kpome moeo, credyem cobrooamo
OCMOPOJCHOCMb NPU NPEKPAULCHUU GHYMPUBEHHOU UHQDY3UU — HEOOXO0OUMO MEOeHHO CHUNCAMb

CKOpOCmb, Ymobbl uzbexicams coOCmMoanUsl peakmugHol cunoziukemuu [41].

o PexoMeHI0BaHO BHYTPUBEHHOE BBeJEHUE pacTBOpoB Harpusa rumpokapOoHara™* manueHtam c

ITA mpu MeTaboINIECKOM KpH3€E C IEIBI0 KOPPEKIIMA MeTaboandeckoro anumo3a [1, 10].
YpoBeHb yOeAUTEJIbHOCTH A0KA3aTeNbCTB — C (YPOBEHB J0CTOBEPHOCTH A0KA3aTENbCTB- 5).

Kommenrapuu: nampus euopoxapboonam™* npumensemcsa 6 eude 8,4% u 4,2% pacmeopa O
yoobcmea nepepacuema na mmonb NaHCO. Ezo oozuposka (Mmonv) onpedensiemcs no gopmyne: (-
BE) x macca mena (ke)* 0,3. Kpome moeo, nayuenmam pekomeHOyemcs weiouHoe numove — pacmeop
coovl u3z pacuema V-1 uatinas noocka na 200 mn 600vi, wjenouHvle MUHEpalIbHble 600bl. B
3A8UCUMOCTIU  OM  MANCECU COCMOAHUA Kadxcovle 6-12 uacos KOHmMpoauposams noxazamenu
KUCIOMHO-OCHOBHO20 COCMOSIHUA KpPOBU, YPOBHSA Hampus u Kawus 6 kposu. Illayuenmam 6
memaoonuueckom Kpuze Ha @one I[IA HeobX00uMO KOHMPOIUPOBAMb coOepiicanue aaKkmama
(Uccnedosanue yposHs MONOYHOU KUCIOMbBL 8 KPOBU), AMMUAKA U 21HOKO3bl 68 KPOBU, KUCLOMHO-
O0CHOBHO20 cocmosinusi Kposu (HMccrnedosanue yposus OyghepHuvlx eewpecms 6 kposu, Hccrneoosanue

VPOBHSL 8000OPOOHBIX UOHO8 (PH) Kposu) ¢ yenbio KOHMpOos 1eueHus.

o PexomengoBaHo Ha3HaueHHe HaTpus OeH30ara (OMONIOTMYECKHM aKTHBHAasg 00aBKa) MPH YPOBHE
aMMOHHMS B KpoBH Bbiiie 100 MxMmosnb/n nauuentam ¢ [1A mpu pazButun MeTaboIMuecKoro Kpusa c

LIeJIbI0 KynupoBaHus coctosinus [24], [32], [44]-[46].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PeKOMeHAAUNH — 4)

Kommentapuu: Hampus b6enzoam (buonocuuecku akmusHas 000asKa) HA3HaAYaemcs u3 paciema om
250 me/ke 6 cymku (makcumansho 0o 500me/ke/cym, eciu macca mena npegviaem 20 ke 0o 5,52/m°/
cym). Koumponv yposns ammonusi Ooonxcen npogooumwvcs Kadxtcovie 6-12 uacoe. Ocywecmensaom
00513amenbHbIlL KOHMPONb YPOBH HAMpUs U Kaaus 6 Kpoeu He pedce 1 pasa ¢ 2 uaca. Coenacho
MeHCOYHAPOOHBIM PEKOMEHOAYUAM NO JIeUCHUIO SUNEPAMMOHUEMUU NOKA3AHO BHYMPUBEHHOE 86€0eHUe
npenapamos, CeA3bl8aAlowUx aMMOHUL, 0OHAKO 8 Hacmoswee epems Ha meppumopuu Poccuiickoii

Dedepayuu OanHbvle 1eKapCmeeHHble CPeO0Cmead He 3apecUcmpupo8atbl.

H€K0m0pbl€ uyecmeumeibible nayueHnivl C xp0HM‘l€CK012 zunepaMMOHueMueﬁ makotce mocym

noayyanib nepopajibHyro mepanuio Oenzoamom Hampu:, ¢ muamelbHblM KOHmMpOJieMm YPO6BHA



AMUHOKUCTIOM U DNLeKMPOIUMO8. IMOm NPOmMOKOJL He s61emcs CMAHOAPMU3UPOBAHHOU NPAKMUKOL,

HO Modcem Oblmb NPUMEHEH 8PAYOM HA OCHOBAHUU Tu4H020 onvima [24], [47].

o PexoMeHI0BaHO Ha3zHAUYCHUE TMpeNaparoB KapriymMoBon KuciaoThl (A16AA0S) mamuentam c [1A c

LETbI0 CHUKEHUST ypOBHSI aMMoHust [25, 38, 39, 50].
YpoBeHb yoenuTeJIbHOCTH 10Ka3aTebCTB B (YpOBeHb 10CTOBEPHOCTH peKOMeHaaluu — 3).

Kommenmapuii: N-kapbamunenymamam aniocmepuyecKu akmueupyem
Kkapbamungpocpamcunmemasy I 6 yuxie mMouegunvl, Ymo NPUBOOUM K CHUICEHUIO YPOBHSI AMMOHUSL.
Buvibop 0031 N-kapbamunenymamama, Komopulii OOCMYNeH 6 6ude NepopaivbHo20 npenapamd,
pasnuuaemcs 6 qumepamype. B ucciedosanusax munumanvhas sghgpekmusnas 0oza cocmasuna 12,5
me/ke/cym, a makcumanvHas 0oza cocmasuna 250 me/ke (Ouanazon 100-250 me/ke). Ilpu cmouxou
2UNEPAMMOHUEMUU BOZMONCHO HA3HAYeHUe KaK OeH30ama Hampus 6 MOHOmepanuu, maxk u 8
KoMOuHayuu ¢ xapaiymosou kuciomotl. Kapenymosyro xuciomy moocno cuumams 3¢hghekmusHuvim u
0e30NaACHbIM CPEeOCMEOM JledeHUsi XPOHUUECKOU SUNepamMMoOHUueMuy y NayueHmos ¢ NpPONUOHOBOU

ayuoypueti [27].

o PexoMeHI0BaHO IUTEIHLHOE HA3HAUYCHUE MPEMApPaTOB KapriaymoBoi kuciaotsl (A16AA0S) B noze
50 MI/Kr/CyTKu BCeM MaleHTaM C MPOMHUOHOBOM allMAypHEN C LENbI0 CHUXKEHHUS PUCKA W/WUIU

YaCTOThl BOSBHUKHOBEHHUS TUTIEPAMMOHUEMUYECKUX KpU30B [25, 38, 39, 50].
YpoBeHb YOeAUTEIbHOCTH I0KA3aTeIbCTB B (YpOBEeHb 10CTOBEPHOCTH peKOMeHaaluu — 3).

Kommenmapuii: nayuenmam ¢ nponuonosou ayuodypuetl 60 6pems Memaboiuuyeckoco Kpuza 0is
KYNUPOBAHUSL COCMOSHUSL KAPSIYMOBYIO KUCIomy HazHayarom 6 0osze om 70 0o 250 me/xe/cym

-‘cocmosinus [58].

3.2 Xupypruueckoe Je4eHue.

e PexomenmpoBano nmanueHTam ¢ I1TA mpu mporpagueHTHOM TEUCHUHU MATOJIOTHYSCKOTO IMpolecca B
MEYCHN W TOYKaX PacCMOTPETh BO3MOXKHOCTH TPAHCIIAHTAIIMW TICUYEHU M IMOYEK IO >KU3HEHHBIM
nokazanusm [24], [32], [48], [55].

YpoBeHb yoeaquTeJIbHOCTH peKOMeHAal il A (YPOBEHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 1)

KomMmeHTapuu: npogooumcsi coenacHo pekomeHOayusim no MpPAaHCHAAHMAyuu nevyeHUu U Noyex.
Tokazanus 015t mpancniaumayuu neyeHu Uiy KOMOUHUPOBAHHOU MPAHCHAAHMAYUY NEYeHU U NOYEK 8
Hacmosiwee 6pemst He onpeoenenvl, 00HAKO, Hauboiee 4acmo 6 MUPOBOU NPAKMuKe mMaKoGbLMU
cuyoslcam — msdicenas — Memaobonudeckas — OeKoMneHcayus, — HedghhexmusHocmv  NpPo8ooUMOl
memabonuueckor mepanuu. B mo oce epems [IA sensemcs naudonee uacmvim NOKA3AHUEM K
MPAHCNAAHMAYUU NEYeHU 8 OEeNMCKOM 603PACHe CPedU BPONCOCHHLIX MemabdonuyecKkux 0OonesHell.
Tpancnaianmayus neuenu ObllA NPUSHAHA MEMOOOM 3AMECMUMENbHOU (hepMeHmHOU mepanuu.

KOM6uHup06aHHaﬂ mpancniarkmayusl  ne4YeHu U nodYeK, KakKk npaeunlo, 6blNOJIHAENICA  npu



npozpeccupyroujem HapyuweHuu noYeuHvlx QyHKYutl u @GopMuposanuu XpoHUYeckol nouedHou
Hedocmamounocmu [49], [50].

o PexomennoBano manueHTaM ¢ [TA BO BpeMs MOATOTOBKM K XHUPYPrHYCCKHUM BMEIIATEIIHCTBAM,
MPOBEJICHUS AaHECTE3MOJOTUYECKNX MOCOOUN W B CilydasxX, Korma TpeOyeTcs YIIUHUTh TEepUo.
TOJIOJJaHUS UCIIOJIb30BaTh BHYTPUBEHHOE BBEJIECHUE PACTBOPOB JACKCTPO3bI** U PacTBOPOB,
BIIUSIONINX HA BOAHO-3JICKTPOJIUTHBIN OasaHC (Kajaus XJIOPUI+HATPUS alleTaT+HATPUS XJIOpUI**) ¢
[EeNbI0 perujapaTaiuu, MpH OTCYTCTBUM NPOTHUBOMOKA3aHWN K BBEACHHUIO OONBIINX OOBEMOB

KUJKOCTEH, U IPEIOTBpAIllEHUs pa3BUTHSI MeTabomnueckoro kpusa [24], [28], [32], [37].
YpoBenb yoeaureabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 5)

KommenTapuu: ungysuonnas mepanus 6 ciayuasax, mpedylowux YOIUHEHUS Nepuooa 20100aHus,
pacmeopamu  0excmposzvl** u  pacmeopamu, GIUAOUWUMU HA BOOHO-IIEKMPOIUMHDBIL OAlaHC,
6so0simcs uz pacuema 8-10 me/ke/mun 0ns 0emeti nepeoco 200a Hcuzhu, 6-7 me/ke/mun — 0 Oemell
om 2o0a 0o 10 nem, 5-6 me/xe/mun — ona oemeu cmapuie 10 nem, 4-5 me/ke/mMun - 01 83POCHbIX.

Tabnuya ¢ makmukou eedenusi — cm. Ilpunooicenue A3.7 [24].

e PexoMeHI0BaHO racTpOCTOMHUS JAMapOCKOMUUYECKUM JIOCTYIIOM/TaCTPOCTOMUS HH/I0CKOITUYECKUM
JIOCTYIIOM/TaCTPOCTOMHUSI YPECKOKHBIM JIOCTYTIOM/TaCTPOCTOMUS OTKPBITHIM JJOCTYIIOM, YCTaHOBKA
racTpOCTOMBI WJIM Ha30TacTPaJIbHOIO 30H/a NalueHTaM B MeTabonudyeckoM kpuse Ha gone [TA npu
HaJlMYUW PBOTHl M CPBITMBAHUS WM OTKa3e OT IMpUEMa MNHUIIA C ILENbI0 KOPMJIEHHS CMECHIO

aMUHOKHCIIOT 0€3 U30JICHIIMHA, MeTHOHIHA, TPEOHUHA U BaJinHa [24].
YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapmii: no mepe neobxooumocmu npoeooumcs 3ameHa 2acmpoCmMOMUYECKOU MmpYyOKuU,

3aKpbslnue cacmpocniomasl, yXOO 3a HazocacmpdajlbHbIM 30HOOM.

3.3 UHoe JicueHue

o PexomengoBano mnamuentram ¢ MMA paccMoTpeTh BONPOC O HEOOXOAMMOCTU MPOBEIACHUS
MEPUTOHEATHLHOTO JHAIN3a Wi TeMOANaIN3a P OTCYTCTBUHU OBICTPOM MOJOKUTEIBHONU PEaKIuu
Ha WHTECHCHUBHYIO TEPAINHIO, COXPAHSIOMIEMCS KETOAMMA03¢ M THUIEPAMMOHHUEMHH C IIEJIBIO
KOPPEKIMHU JaHHBIX cocTtosinuii [24], [28], [32], [48].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

KomMeHTapuu: nepumoneanvuviii Ouaiu3 uiu 2eMOOUAIU3 NPOBOOAMCSA C Yeuvlo Oojee

aghhexmueno2o 6vigedenUss MOKCUUHBIX MemAadoIUmos.



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

o PexomengoBano namuentam ¢ [1A mposeneHne peabUINTAMOHHBIX MEPOIIPUSATUH, HAPABIEHHBIX

Ha COLOUAJIBHYIO aJallTalliio, IIOAACPKAHHUC KW PA3BUTUC KOTHHUTHBHBIX W HMHTCIJICKTYAJbHBIX

byHkuuii [24].
YpoBeHb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

o PexomengoBano mnaruentam ¢ [IA mnpoBeneHHe MCUXOJOTHUECKOW TMOAACPKKH M OOydeHUs
poauTenel MmpaBuiaM OpraHU3alUM MOMOINM W JAUETOTEpAluy B MEXIPUCTYIHBIM MEPUOI U B

TIepHOJT yIpo3bl MeTabommaeckoro kpusa [24], [28], [32].

Yposennb yoeaureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 IIpoduinakruka.

C 01.01.2023 6 Poccutickoii Dedepayuu npo8oOUmMcs: paculupeHHblll HeOHAMAIbHbIU CKPUHUHS C
yenvio panHeli OUACHOCMUKU pAOd HACIe0CMBEHHbIX 3a00nesanuil, 6 mMoM Yucle HNPONUOHOBOU

ayuoypuu.

e PexoMenmgoBana rmnpueMm (OCMOTpP, KOHCYJIbTAIUsl) Bpaya-T€HETHUKAa CEMbSIM C OTITONICHHBIM
anamHe30M 10 ITA ¢ menpio pa3bICHEHUN TE€HETUYECKOTO PHCKA, OOCYKICHHS BO3MOXKHOCTEH

MpeHaTaIbHON U MPEUMIUIAHTAIMOHHOW AUArHOCTUKU [24].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB —5).

KomMeHnTapuu: yuumsigas aymocomuo-peyeccusuviii mun Hacieoosanus IIA, Ons  xasicooi
bepemerHoCmU napvl Hocumesnel NAMmo2SeHHbIX 8APUAHMOB8 8 ACCOYUUPOBAHHBIX 2EHAX PUCK POICOCHUS]
pebenxa ¢ IIA cocmasnsem 25%. C yenvo nposedeHus npeHamaivbHoOU U NPeuUMnIaHmayuoHHOU
OUACHOCMUKU nape NnpeosapumenvHo HeoOXoouMo npoumu o00ciedosaHue Ha 2emepo3ucomuoe
Hocumenbcmeo  namoeeHHvlx — eapuanmos 6 eceHax PCCA u PCCB, obpamuswiuce 6
Cneyuanu3uposantvie OuacHoCmuyeckue Jnabopamopuu u meouyunckue yeumpol. Ilpenamanvuas
OUACHOCMUKA NPOBOOUMCS MOJLEKYNIAPHO-eeHemudecKkumu memoodamu nymem uccieoosanus /[HK,
8b10CNIeHHOU U3 OUONMAMA BOPCUH XOPUOHA U/ UTU KAEMOK AMHUOMUYECKOU HCUOKOCTNU U/ UL NIOOHOT

KpOGU.

e PexoMeHI0BaHO C 1€TbI0 MPOPUIAKTUKUA PA3BUTHS META0OIMYECKUX KPU30B MH(POPMHUpPOBAHUE
ponuteneid (WM 3aKOHHBIX MpeAcTaBuTenei) mnamueHta ¢ IIA o xapakrepe 3a0oseBaHus,

MPOBOIUPYIOMIMX (PaKTOpax M MPEABECTHUKAX KPH3a, BOZMOXKHBIX €r0 MOCIEACTBUAX [24]
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

o PexomengoBano nauuentam c I1A npoBoauTts npouaakTHUECKyO BaKIIMHALIMIO B COOTBETCTBUU C
HAI[MOHAJIbHBIM  KaJeHJapeM NpoQUIAKTUYECKUX [PUBUBOK C LEIbIO  (POPMHUPOBAHMS
3¢ HEKTUBHOTO UIMMYHHOTO OTBeTa OT MH(EKIUI U MpeloTBpaIIeHUs pa3BUTHI METaOOINYEeCKUX

KpH30B [24].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KomMmenTapuu: saxyurnayuro Heobxooumo nposooums 6 mom yucie npomue cpunna U pomasupycHou
ungbekyuu ¢ coonroOeHuem 803pPaAcmHbIX 0SPAHUYEHUL UMMYHOOUOLOSUYECKUX NPenapamos Ha (one
CMp02020 BbINOIHEHUs Ouemu4yecKux U JaedeOHblX HazHavyenuu. Baxyunayuro yenecoobpasno

I’lpOBO()qub noo KOHmpoJiem cneyuaiucnios, umernuux onsvim pa60mbl ¢ nayuemmamu ¢



memabonuyeckumu oonesnsamu. B nocmeakyuHajaibHOM nepuOOe Cﬂedyem npucma’ilbHoO Habmooame 3a
npueumsimu C noenopHvIM usmepenuem memnepamypbol meja, umo Heobxo00uUMo o5t

HEe3aMeOIUuMenbHO20 HA3HAYEeHUs HCAPONOHUNICAIOWel mepanuu npu OUASHOCMUPOBAHUU TUXOPAOKU
>38,0°C.

5.2 IlucnancepHoe HaOIOAeHHE

e PexomeHa0BaHO B Tpoliecce KOMIUICKCHOTO JICUEHUS MAIUEHTOB ¢ [IA OCyIIecTBIATh KOHTPOJIb
MoKazaresei o0mero (KIMHUYSCKOT0) aHalli3a KPOBH Pa3BEPHYTOTO, 001Iero 0eka, NCCIeI0BaHNE
YpOBHs anbOyMHHa B KpOBH, MpeanbOymuHa (OmpenereHrue COOTHOIICHUS OENKOBBIX (paKIuid
MeTogoM  3iekTpodopesa, OmpenesneHne COOTHOUIEHUS  OENKOBBIX  (Ppakiuii  MeToaoM
BBICOKOUYBCTBUTEIIFHOTO  KaMWJUIAPHOTO  3JeKTpodopesa), TIOKO3bI, (eppuTHHA, JIaKTaTa
(MOJIOYHOH  KHCIIOTHI), KOJMYECTBEHHOTO OINPEACICHHUS YPOBHS aMUHOKHCIOT B  KPOBH
(KomruiekcHoe ompesieieHne KOHIIGHTpAIllMd Ha aMUHOKHUCIIOTHI M allMIKAPHUTHHBI B KPOBH,
KoMmruiekcHoe ompeneneHre KOHICHTPAIMM HAa AMHHOKUCIOTHI W AllWJIKAPHUTHUHBI B KPOBHU
METO/IOM TaHJIEMHOW MacC-CIIEKTPOMETPHUH ), CBOOOTHOTO KapHUTHHA. KOHTpoIMpoBaTh mapaMeTphl
KHCIIOTHO-OCHOBHOTO cocTosiHusl kpoBu (VccrnenoBanue ypoBHs BOJOpoaHBIX MOHOB (pH) kpoBw,
HccnenoBanue ypoBHs OydepHbIX BEIIECTB B KpoBH) [24].

YpoBennb yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMmeHnTapuu: obwuii (kaunuyeckuti) anaius Kposu pazeepHymulil KORmpoaupyemcs e pexce 1 paza
8 200. Ypoenu MemuoHuHa, MmpeoHuHa, 8aIUHd, U30NEUYUHA 8 KPOSU 8 pe3yilbmame JieYeHUs QO0NHCHbL
ObIMb NPUOTUIICEHbI K pedhepeHCHbIM 803pacmubim 3HaueHuam. OcobeHHO 8axcHO obecneyusamsn
HOPMAIbHBIIL CbIBOPOMOYHBLL YPOBEHb AMUHOKUCIIOM C PA36eMBIeHHOU Yenepoonol yenvio. Tak,
Hedocmamounoe nompebienue Oeika U Oepuyum U30NeUYUHA ABIAIOMCA NPUUUHOU PA3BUMUS
MAACEN020 AKPOOEPMAMUMA U CLYHCAm OCHOBAHUEM OJil OONOJIHUMENbHO2O B68€0€HUsl 8 DAYUOH
numanus L-uzonetiyuna 6 0oze 50-100 me/cym (npodykmel numanus, cooeporcawjue u3oneuyut 8
0o3zuposke 50-100 me 6 cymxu) 6 3aeucumocmu om cmenenu Oepuyuma. Cooepoiicanue 2uyunHa 8
KpPOBU MOdicem Oblmb YMEPEHHO NOBbIULEHHBIM.

o PexoMeHZ0OBaHO mamueHTaMm C MOATBEPKACHHBIM auarHo3oM IIA B mpouecce KOMIUIEKCHOTO
JICYEHUS] TPOBOJUTH ONPENEIICHHE MOYEUHON IKCKPELUU ITPOMUOHOBOM, 3-THIPOKCUIIPONITMOHOBOM,
METWJIMAJIOHOBOM, 3-THIPOKCH-N-BAJIEPUAHOBOM W METWJUIMMOHHOM KHCJIOT (KOMIUIEKCHOE
ONpECIICHUE COAEPKAHUS OpPraHMYECKUX KHCIOT B MOYE) C LEIbI0 CBOEBPEMEHHOIO
MIPEAOTBPAILICHHS Pa3BUTHS METa00JIMUECKOTO Kpu3a [24].

YpoBennb yoenureabHocTH pekoMmenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: Kpamnocme nposedenusi ananusoe 3aeucum Om  COCMOSHUAL — NAyUeHmd.
Konuuecmeennoe onpeodenenue ypogHs amunokuciom 6 Kpoeu (Komnnexcnoe onpeoenenue
KOHYeHmpayuu Ha AaMUHOKUCIOMbL U AyUIKapHumuHnsvl 6 Kposu, Komnnexcnoe onpedenenue

KOHYyeHmpayuu HaA AaMUHOKUCIONbl U AaAYUJIKAPHUMUHbL 6 Kpoeu MemoooM MAaHOeMHOU MAacc-



cnekmpomempuu) — npu CmaOuibHOM COCMOSHUU - Kadxcovle 3-6 mec. B nepuoo unghexyuonmwvix
3a601e8anull, MemabdoOIUYecKoeo Kpusa onpeoeieHue YpPOosHs AMUHOKUCIOM 8 KPO8U U KAPHUMUHOB
(Komnnexcrnoe onpedenieHue KOHYeHmMpayuu HA AMUHOKUCIOMbL U AYUIKAPHUMUHBL 8 KpPOS8U,
Komnnexcrnoe onpedeneHue KoHyeHmpayuu Ha AMUHOKUCIOMbL U AYUIKAPHUMUHBL 8 KDOBU MemOoOoM
MAaHoeMHOU Macc-cnekmpomempuu) ocywecmeaaiom He pedxce 1 pasa 6 7-10 oweu, KI|C
(Uccneoosanue yposus 6000poounsix uonos (pH) kposu, HUccrneoosanue ypoeus 6ygepHuix seujecms 8

KpPO8UL) - edlceOHe8HO 00 CIMabunu3ayuy nokazamernel.

o PexoMeHI0BaHO TallMEHTaM C TMOATBEPKJICHHBIM nuarHo3oM I[IA ompeneneHue ypoBHs OOIIEro
KaJlbllMs, MOHU3UPOBAHHOTO KaJlblUs, HeopraHuyeckoro Qocdopa B KpoBH, OOIIErO MarHus B
CBIBOPOTKE KPOBH, aKTUBHOCTH ITe109HOM (pocdarassl, MccnenoBanue yposns 25-OH ButamuHa J]
B KpoBH, lccnenoBaHwe ypoOBHS NapaTUpPEOUIHOTO TOPMOHA B KPOBH — C LEJIbK OLEHKH

MeTaboIM3Ma KaJIbIUsl U KOHTPOJISL OcTeoneHuu [24].
YpoBennb yoenureabHOcTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KomMmeHnTapuu: ucciedosanue nposoOumcs exice200Ho.

° PeKOMeHHOBaHO nanueHTaM C IOATBCPKIACHHBIM IMAarHO30M ITA OIIPCACIICHUC AKTHBHOCTHU
JuIiasbl B ChIBOPOTKC KPOBHU, OIIPCACIICHUC AKTHUBHOCTU HaHeraTquCKOﬁ aMMJIa3bl B KPOBH C

LHCJIBbIO KOHTPOJIA (1)YHKLII/II/I HOI{)KCHYI[O‘IHOﬁ JKCJIC3bI U CBOCBPCMCHHOI'O BLISABJICHHA ITAHKPCATHUTA
[24].

Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)
KommenTapuu: ucciedosanue nposooumces e pedice 1 paza 6 6 mecsyes.

e PexoMeHI0OBaHO manuMeHTaM C IOATBEPXKIEHHBIM auarHo3oM IIA wuccnenoBanue ypoBHs
KpeaTuHHHa B KpoBH, VccienoBanre ypoBHS MOUYEBUHBI B KpOBH, VccienoBannue ypoBHS MOYeBOH
KUCJIOTHI B KpoBH, MccnenoBanue ypoBHs nucraruna C B KpoBH, VccnenoBanue ypoBHs Kalblivs B
moue, MccnenoBanue ypoBHs ¢ochopa B moue, Ompenenenue Oenka B Moue, OnpeneneHue
anpOymuHa B Moue, OrnpeieneHne KoJnyecTBa 0ejka B CyTOYHOM MOUe € LIEJIbI0 OLEHKH MTOYEYHOM
¢dbynkuun — He pexe 1 paza B 6 mec 10 1 pasa B ron, HauMHas ¢ 6-JIE€THEr0 BO3pacTa UM paHee —
IpU HapylleHnn (QyHKIMM nouek. OnpeneseHne CKOpocTy KIyOO4YKOBOM (PUIBTpALMK 110 YPOBHIO
KpeaTMHMHAa KPOBM pAacCUYE€THbIM METOJOM — IpPU OTKIOHEHHMSX OT HOPMBI BbIIIEYKAa3aHHBIX

napameTpos [24].
Yposenn yoenureabHOCTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KommenTapuu: xuupenc Kpeamunuma  (ckopocms — KiIyOOuKoeou  ¢punvmpayuu) — ciredyem
paccuumvléams no @opmyne Ha OCHO8E CbIBOPOMOUHO20 KDPEAMUHUHA U NEePeMeHHOlU pocma no
«npuxposamuoily («bedside») gopmyne Illeapya (2009) u ¢opmyne lllsapya-Jluona (2012). Ilpu
docmudicenuu 3-4 cmaouu Xporuueckou 001e3HU NnoueK OdlbHelulee ledeHue NAYUueHma OOAHNCHO

obcyxcoamvcsi ¢ NpugieyeHueM  8pava-0emckoz2o - xupypea — (co  cneyuanuzayuen — no



MPAHCNAAHMON02UlY) (CM. KIUHUYeCKUe pexomeHoayuu «XpoHuueckas 001e3Hb NoYeK» (803pacmHuas

Kamezopusi oemiu).

o PexomMennoBaHo i oOmeHKH A(PPEKTUBHOCTH  IIUTEIBLHOTO JICUCHHWS  IAIMCHTOB  C
MOJTBEPKICHHBIM JuarHo3oM IIA wucmonb3oBarh pedepeHCHbIE TIOKa3aTeNW  COACPIKAHUS

MaTOTEHETUYECKU 3HAYUMBIX aMUHOKHUCIIOT B KPOBH M IMATOJIOTMYECKUX METa0O0IMTOB B Moue [24],

[28], [32], [37].
YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

e PexomMeHI0BAaHO TAallMEHTaM C MOJATBEPXKACHHBIM JuarHo3oM I[IA ocCylecTBIsATH KOHTPOJb
HYTPUTUBHOIO CTaTyca C KOPPEKIMEH MUTAaHUS B 3aBUCUMOCTH OT COCTOSIHUSI MAalMeHTa U €ro
TOJICPAHTHOCTH K Oenky [24], [28], [32], [37].

YpoBenb yOeaurTesbHOCTH pekoMeHaauuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeJdbCTB — 5)
KoMMeHTapuu: KoHmpoib (hakmuueckoeo numanusi (XUMUHECKO20 COCMABA pPAyuoHa) OJis
npeoynpexicoeHuss pazeumusi O0e@uyUmHbIX COCMOSHUL Nposooam y oOemell 8 PeaHUMAyUOHHOM
nepuooe — edxiceOHesHo, y 0emell nepeoco 200a HcusHu — He pexce 1 pasa 6 7-10 ouetl, y nayuenmos

cmapuie 1 2o0a — I paz 6 1-3 mecaya.

o PexoMeHI0BaHO perucTpamus 3JIEKTpoKapAuorpaguu, MTPOBEAEHUE dXoKapauorpadguu BcCeM
MalyeHTaM C MOATBEPXKACHHBIM AuarHo3oMm [TA exeromHo, mpu HEOOXOAUMOCTU Hallle, C ETbI0
JUArHOCTUKU KapJUOMHONATUM W HAPYUIEHUH pUTMA CEepAla M IPOBEICHUS JICUEHHS] COIIACHO

COOTBETCTBYIOIIUM KIIMHUYECKUM peKoMeHaauusm [24], [28].
YpoBennb yoenureabHocTH pekoMmenaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: npu neobxooumocmu, npu Hamuyuu nOKa3aHutl 0Jis UCC1e008aHus — XouimeposcKko2o
MOHUMOPUPOBAHUSL CEPOEYHO20 pPUMMA, U/UIU CYMOYHO20 MOHUMOPUPOBAHUS APMEPUATLHOLO
o0aeneHus (Co2NIACHO COOMBEMCMBYIOUUM KIUHUUECKUM DEKOMEHOAYUsM NO HAPYUIEHUAM PUmma

cepoya u/unu apmepuaibHol 2unepmeH3ulL).

o PexoMeHI0BaHO MalMeHTaM C TMOATBEPKIECHHBIM auarHo3oMm [IA mpoBeneHue yabTpa3BYKOBOTO
WCCJIEIOBaHUsI OPraHoB OpPIOIIHOW MOJOCTH M MoYeK (YIBTpa3ByKOBOE HCCIEAOBAHUE OPIraHOB
OpIOIIHOM MONOCTH (KOMIUIEKCHOE), YIIBTPa3ByKOBOE MCCIIEAOBAHKUE MOUYEK) MO MOKA3aHUSIM, B TOM

YHUCJIIC IIPpU 00JIsIX B JKHUBOTE, B CBA3H C BOSMOXXHOCTBIO PA3BUTHUSA ITAHKPCATUTOB M ITOPAKCHUA IMTOYCK

[2], [24], [28], [30].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 3)
KomMenTapuu: kxpamuocms nposedeHus onpeoensaemcs UHOUBUOYALbHO.

o PexomengoBaH npuemM (OCMOTpP, KOHCYNbTAIMs) Bpada-o(TaabMOIOra MePBUYHBIN U TTOBTOPHBIN
NAlMEHTaM C MOJATBEPKACHHBIM uarHo3oM I1A, npu Hanmuuum noio3peHuil Ha OopaXKeHUe opraHa

3peHHusl, B TOM YHUCJE€ BO3MOXXHOIO Pa3BUTHUS arpoduu 3pUTEILHOTO HEpPBA €XKETOAHO C LIEJbIO



MOHUTOPHUHIA COCTOSIHUSI 1 CBOEBPEMEHHOIO0 Ha3HAYEHUs CUMITOMaThyeckod Tepanuu [2], [24],
[28], [30].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

o PexomengoBana npuem (OCMOTp, KOHCYJIbTallMs) Bpada-T€HETUKAa MEPBUYHBIA M MOBTOPHBIN
MalUeHTaM C MOATBEPKIACHHBIM THarHo3oM [TA ¢ 1enbro Ha3HaYeHUsI U KOPPEKIIUU TUETOTEPAIIHH,

JTCITaHCEpHOTO HabmroneHus [24].
Yposennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KomMmeHnTapuu: unmepsanvl medxcoy susumamu OO0NHCHbL ONPEOeNsimbCs UHOUBUOYATbHO C YUemoM
803pacma, msoicecmu 3a00/1e6aHus, cMmadUIbHOCMU 0OMeHa Beujecms U coo0eHUs Ouemomepanuu,

HO He pedice 1 paza & 200.

o PexoMeHI0BaH MYJIBTUIMCHUIUIMHAPHBIA TIOAXOM K HAOMIOACHUIO W JICUYCHUIO TAIMEHTOB C
MOATBEPKICHHBIM JuarHo3oMm [IA cnernuanucramMu pasHeIX Tpoduieit ¢ 1elblo o0ecrnedeHus

KOMIUICKCHOM Teparuy ¥ CBOEBPEMEHHOM €€ KOPPEKIMH TPH HEOOXOMUMOCTH [24].
Yposenn yoenureabHoCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KommeHTapuu: nayuenmol Hab100aiomcs, 8 mom uYucie nocie GbINUCKU U3 CIMAYUOHAPA, 8PAYOM-
neouampom, 8paAvOM-mepanesmom, CeMEUHbIM PAYOM, BPAYOM-2CHEMUKOM, 6PAYOM-HEeB8POL02OM,
8DAYOM-OUETONO2OM,  BPAYOM-MPABMAMONI020M-OPMONEOOM,  8PAYOM-IHOOKPUHOLO2OM/BPAYOM-
0emCcKUM  9HOOKPUHONO20M,  BPAYOM-KAPOUOTO20M/BDAUOM-0EMCKUM — KAPOUONO020M,  BPAUOM-
0ManLMonocom,  8PALOM-CYPOOI02OM-OMOPUHOLAPUHSOTI020M,  BPAYOM-CIHLOMANOLO20M/BPAYOM-
O0eMCKUM — CIOMAMONO2OM,  8PAYOM-2ACTPOIHMEPONO2OM,  BPAYOM-ATNEP2OTI020M-UMMYHOTI020M,
BDAYOM-2eMAMOTIO20M/BPAUOM-0CMCKUM — 2eMAMONI020M,  8PAYOM-HePOLO2OM,  BPAUOM-OEMCKUM
xXupypeom  (co  cneyuanuzayuer N0  MPAHCHIAHMONO2UU),  BPAYOM-NCUXUAMPOM,  BPAYOM-

peaounumonocom, MeOUYUHCKUM NCUXON020M, J1020Ne00M-0eqheKmonio2om u OpyeuMu.

Eorcecoono nayuenmol ¢ 11A oonoicnvl npoxooums yenyOnienHy0 OUCNAHCEPU3AYUI0 U OCYUWeCmensamy

Heobxooumvle peaburumayuonnvie meponpusmusi (Ilpunoscenuu A3.6).

Pooumenu dondicuvt 6bimb 00yYeHbl NPAGULAM OP2AHUZAYUU MEPANUU 8 MENCNPUCMYNHBIL NePUo0 U 8
nepuoo yepo3vl memaboiuieckoeo kpusa. Y pebenxa npu cebe 6ce20a 00NN CHA HAXOOUMbCA NAMAMKA

C YKa3amuem HEOMIONCHbIX MEePONpUsMUll 6 Nepuod HAYUHAIOWe20Cs MemadoIudeckoeo Kpusd
(IIpunoorcenue A3.8)



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

HeoOxoanmo npenycMoTpeTs HaOMIoAeHHE U TOCITUTAIN3AIMIO TallueHTOB B MHOTOonpoduisHoe JIITY.
[TokazaHus 17151 MJIAHOBOM TOCHUTAIU3ALMN B MEIULIUHCKYIO OPraHU3aLHIo:

1. mpoBeneHHe JUArHOCTHUKKA W JICYCHHs, TpeOyIoInue MPOJODKUTEIBHOTO (JHEBHOE WIIH
KPyIJIOCYTOYHOE MPeOBbIBAHWE) MEIUIIMHCKOTO HAOMIONCHWS W MOHHTOPHHIA  KJIMHHKO-
71a00paTOPHBIX TTOKA3aTEIICH;

2. HEOOXOIUMOCTh TPOBEACHUS PA3IMYHBIX BUIOB IKCIEPTU3 WM OOCIEIOBAHUS B MEIUIIMHCKOU
OpraHM3aIid TP HEBO3MOXXHOCTH TIPOBEICHHS WX B aMOYJIaTOPHBIX YCIOBHSIX (B TOM YHCIE

odopmiieHHE 3aKITI0YeHHS (eaepaTbHOTO KOHCHIMYMa/BpaueOHON KOMUCCHN).
ITokazanus J1s1 SKCTPEHHOW TOCIUTAIM3AIMH B MEIUIIMHCKYIO OPTaHH3aIHIO:

1. OCTPBIC YI'POKAOIINUEC IS )KU3HU U PA3BUTUA OCJI0KHEHUMN COCTOSHMUA, Tpe6y10mHe HCOTIIOXKHOI'O
JICYCHUA, B TOM YHUCIIC WHTEHCUBHOMU TCpaliluk, a TaKXKC KPYNNIOCYTOYHOIO MCIUIIMHCKOIO

Ha6J'IIOI[€HI/IH " IIPOBCACHH:A CIICHHAJIbHBIX BUA0B O6CJIC,[[OBaHI/I${ n JICUCHMUA.
IToka3anus K BBIIIUCKE InanucHTa 13 MGHHHHHCKOﬁ OpraHHu3aluu:

1. OTcyTcTBUE YIrpO3bl IS JKW3HM TMAlMEHTa M YIPO3bl Pa3BUTHUs OCIOXKHEHUH, TPeOyIONnX

HCOTJIOKHOI'O JICUCHUSA ITPH 3aBCPIICHHUEC THATHOCTHUICCKUX MCpOHpHHTHﬁ.

2. Crabunuzanusi COCTOSIHUSI M1 OCHOBHBIX KJIMHHUKO-JIA00PATOPHBIX IMOKa3aTeseil MmaroioruyecKoro
mpoliecca, OTCYTCTBHE HEOOXOAMMOCTH B MPOMOJDKUTEIHLHOM MEIUIIMHCKOM HaOIIOICHUN

(IHEBHOE WJIU KPYIIIOCYTOUHOE MPEObIBAaHNUE);

3. BellloJIHEeH MUIaH OOCHEIOBaHUS M JICUCHUS IMallMCHTA, JIaHBI PEKOMEHJAIMU I10 JIadbHEHIIeMy
HaAOJIIOICHUIO U JICUEHUIO.

4. HeoOXomMMOCTh TIEpeBOJia IMAIMEHTA B JAPYroe MEIUIIMHCKOS YUPEKIACHHE WM YUPEKICHHEC
COLMAIBHOTO 00€ECIICYEHHUS.

6.2 IlpyHUMIIBI OPraHU3ANUU MEIUIIMHCKON moMoiu nanuearam ¢ ITA

Ilocmanoska ouacnoza 1A cmasum mMHO20 80MpOCO8 neped poOCMEEHHUKAMU NAyueHma u nepeo
cneyuanucmamu, —pabomarnwumu ¢ makumu — nayuenmamu. Muozouuciennvie  npooremsl,
B03HUKAlOWjue Npu OOHAPYHCEHUU U pA38Umuu 3a001e8anus, mpedylom opeanuzayuu npoyecca

OKA3AHUA Me()ML}MHCKOZZ nowviowiu npu yvacmuu Myﬂbmuducuunﬂuﬂapnoﬁ KOMAHObI cneyuanucnos.

HaHHble npuHyunsl OQ0JIICHBL COONIOOAMbCS HA NI0OOM dmane OKa3aHus MeaMUMHCKOﬁ nomouiu, Kaxk 6

MOMEHM NOCMAaAHOB6KU duaeﬁos’a, makx u Ha arobom smane HAOII0O0EHUs nayuernma.



l. manueHT W ero MpeACTaBUTENH JOJDKHBI MOJydYaTh IMOJIHYI0 HH(POpPMAIUI0 O 3a00JeBaHUH, €TO0

TCUYCHUU, IIATOTCHEC3C, ITPOTHO3aX, OCIIOKHCHUAX U MCTOJdaxX BO3MOKHOM TCpalnu,

2. nuarno3 ITA mnogpa3zymeBaeT BO3MOXKHOCTh OKa3aHUs MEPBUYHOM, CHEHUAIU3UPOBAHHON U

MaJJyIMaTUBHOM ITIOMOIIIM Ha BCCX JTallax 3360J’IGBaHI/I5I;

3. mpu mocTaHoBKe nuarHosa [1A, pekoMeHayeTcsi HampaBUTh CEMBIO K CIICIMAINCTaM, UMEIOIIEMY
OmbIT paboThl ¢ manumeHTamu ¢ [IA, oOmagaronuM COBpEeMEHHON HH(pOpMaIMeld O TEUYCHUU
3a00JIeBaHsI M BO3MOXKHOCTH Y4YacTHSl B KIMHUYECKUX HCIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX
MpenaparoB W/UiIU TEXHUYECKUX YCTPOWCTB). B cilydae ymaleHHOCTH KOHCYJIBTAIMIO BO3MOXKHO

OPOBOJAUTL C MPUMECHCHUEM TCICMCINIIMHCKHUX TGXHOHOFHﬁ;

4. Tak)ke BaXHBIM SBISETCA MHPOPMUPOBAHME CEMEH O CYHIECTBYIOIIMX OOIIECTBEHHBIX

OpraHu3alusax, padoTarOMINX ¢ ITON TPYNION MAIMEHTOB;

5. x HabmozeHuto 3a nanueHToM ¢ [TA momxkHa ObITh MpUBJIEYEHA MYJIBTHIMCIUIUIMHAPHAS KOMaH A
CIEIMAINCTOB B COCTaBe: Bpaya-lneauarpa, Bpaya-TeparneBra, CEeMEIHOro Bpaya, Bpaua-reHeTHKa,
Bpaya-HEBpOJIOra, Bpaya-AMETOJIora, Bpayda-TPaBMATOIOra-opToleAa, Bpaya-dHIOKpUHOJOra/
Bpaya-JIeTCKOr0  SHJOKPUHOJIOTa,  Bpayda-Kapauojora/Bpada-IeTCKOro  KapAHOJIora, Bpada-
odranbmosora, Bpada-CypAo0JOra-oTOPUHOIAPUHIOIOra,  Bpaya-CTOMAaTOJIOra/Bpada-JIeTCKOro
CTOMAroJIora, Bpaya-racTPO3HTEPOJIOra, Bpaya-ajlIeproyiora-uMMYyHOJIOTa, Bpada-remarojora/
Bpaya-JIeTCKOro reMaTosora, Bpadya-Icuxuarpa, Bpaya-peaduiInTonora, MeJUIIMHCKOTO TICUX0JI0ra,
joromnena-gedexroniora U Apyrux. Jpyrue crneuuanucTbl IOJKHBI MPHUBIEKATHCS MO Mepe

BO3HUKHOBEHUS CHEIU(PUUECKUX TPOOIIEM.

KommeHTapuu: 6 kpye obOszannocmell 6paya-eeHemuka 6xooum o00ciedosanue u NnoCmanosKd
ouazHosa, uHgopmuposanue cemvbu 0 3a00/e8aHULU, COCMABLEHUE NIAHA MHO2ONPODUILHOLO
HaOM00eHUs, HAON0O0eHUue 3a NAYUEHMOM, OYeHKA OUHAMUKU U CHeneHb Npocpeccuposanus
3a0601e6aHUsL NPU PESYIAPHBIX OCMOMPAX, HAZHAYEHUE NAMO2EHEeMUYecKo20 N1e4eHus], KOHMpOlb €20
appexmusnocmu  u - OezonacHocmu,  MEOUKO-2EHeMUYECKOe — KOHCYIbMUPOBAHUE — CeMbl  Npu
NJIAHUPOBAHUU OEMOPONCOCHUST C Yelbl0 NPOPUIAKMUKU POA*COeHUs. pebeHKa ¢ 3a00ne8anuem, ¢

yuemom omAcOuleHHo2c0 aHdMHe3d.



7. JlonosiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSTHMA)

[IporHo3 cocTosiHUSA U YPOBHS TICUXMUYECKOTO PAa3BUTHUS MAIlMEHTA 3aBUCUT OT TSKECTH 3a00JIeBaHUS,
HAJIM4YUS WHCYJIBTOMOAOOHBIX COCTOSHUM, BOBJICUEHHS B MATOJOTUYECKHH MPOILIECC BHYTPEHHHUX
OpraHoB (cepaue, MO/LKeNyqouHas *kKejie3a, MOYKH), a TaKKe CPOKOB Hayala CHelHaIn3UpOBaHHON
Tepanmuu MW KayecTBa JICUCHHUSA, CIIOCOOHOTO MPEAyNpPeAuTh MPUCTYIbI  METa00IUYeCKOM

JCKOMIICHCAILIUH.



Kpurepun onieHKH KayecTBa MEIUIIUHCKOU MOMOLIH

Kpurepuu onieHkn Ka4yecTBa NEPBUYHON MEIUKO-CAHUTAPHOMU MOMOIIH

N2 OueHka
n/n Kputepum oueHkn kauecTBa BbINO/HEHUS
1. BbINONHEHO KOMMIEKCHOE onpeaenieHmne KOHUEHTpauMnm Ha aMMHOKUCNOTbl M auUIKapHUTUHBI B KPOBU Oa/Het

(Npu ycTaHOBNEeHUN AnarHosa u ganee He pexe 1 pasa B roa)

2. BbinonHeHO onpepeneHne BapuaHTOB reHoB B obpasue 6uonornyeckoro matepuana ApYromM uam [Oa/Het
HEYTOYHEHHOM, HeknaccndrUnpoBaHHbIE B Apyrux py6pukax MeTo40M TapreTHoro
BbICOKOMNPOM3BOANTENBHOIO CEKBEHVpPOBaHUA (03.5199.18.998.041) n/nnum MeToA0M
BbICOKOMPOU3BOAUTENBHOIO cekBeHnpoBaHua (03.499.18.999.041) (uccnepoBaHne reHoB PCCA,

PCCB) BceM nauueHTaMm C BUMOXMMWUYECKUMU U3MEHEHUSMW, XapakKTepHbiMu Ansa A npu nocTaHoBKe
AnarHosa

3. BbinonHeHO onpeaeneHve KOHUEHTpauuuM OpraHuWyYeckuMx KWCAOT B MOYe MeTOAOM ra3oBOM Oa/Het
XpoMmaTorpadum C Macc-cnekTpoMeTpuen (KOMMJIEKCHOE OnpefesieHne COAEpXaHUs OpraHmyecknx
KMCNOT B MOYe) BCEM MaLMEHTaM C KJIMHNUYECKUMM NpusHakamum MA npu nocTtaHoOBKe AMarHosa

4, BbinonHeH npuemM (OCMOTP, KOHCy/sbTauus) Bpaya-reHeTMka nepBuYHbIn (NpW  yCTaHOBNEHWUU Oa/Het
avarHosa)

5. BbinoONHEHO Ha3HayeHne crneuManuManpoBaHHOrNO MNpoAyKTa JledyebHOoro nuTaHus, JINLWEHHOro [Oa/Het
METMOHMHA, TPEOHWHA, U3onenunHa 1 BannHa

KpI/ITepl/IH OICHKH KAaY€CTBaA CIICHUATUIUPOBAHHON MEAUIIMHCKON IMTOMOIIIHA
Ne OueHka
n/n Kputepum oueHkn kauecTBa BbINOJIHEHUS
1. [MpoBeneHo feyeHWe JNeBOKAPHUTUHOM (B 3aBUCUMOCTM OT MEAMUMHCKMX MoKasaHui u npu [a/Het

OTCYTCTBMWN MEANLNHCKUX MPOTUBOMOKa3aHUM)
2. BbINONHEHO Ha3HayeHWe Ccneunanm3MpoBaHHOro nMpoaykTa JsedyebHOro nuTaHus, JUWEHHOro Oa/Het

METUOHWHA, TPEOHUHA, n3onenunHa n BannHa
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Munsgpasa Poccun
[IpencraButenu 0OIIECTBEHHBIX MAIIMEHTCKUX OPTaHU3alIni:

[TandunoBa Panca — mpeacraBuTensb cooOIecTBa MAIMEHTOB ¢ METUIMAJIOHOBOW M MPOMUOHOBOU

auuaypuen

Huxutna CranucnaB BraguMupoBrd — mpeacTaBUTENb COOOIIECTBA MAITUEHTOB C METHJIMAJIOHOBOU

Y NPOITMOHOBOM allulypuen

Huxntrna Mapuna BnaguMupoBHa — IpeIcTaBUTEIb COOOIIECTBA MAIIUEHTOB ¢ METUIMAJIOHOBOU U

MIPOITMOHOBOU alluypuen

ABTOpBI TOATBEPKAAIOT OTCYTCTBUE (PUHAHCOBOM NONAEPKKH/KOH(PIUKTa HHTEPECOB, KOTOPBIH

HE00X0IMMO 00HAPO0BATb.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Hacrosimue pexoMeHmanuu NpeIHa3HAauYeHbl ISl NMPUMEHEHUS MEIWLIHMHCKUMHU OpPraHU3aLUsSMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX ¥ MYHUIUNAIBHBIX OPraHoOB yIPABIICHUS
3[paBOOXPAHEHUEM, CUCTEM 00s3aTEIBHOTO M TOOPOBOJBLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYyTUMU
MEAMIMHCKAMU OPraHU3alMUsIMHU  PaA3IMYHBIX OPraHU3aLMOHHO-NIPABOBBIX (OPM JESATEINBHOCTH,

HANPaBIICHHOW HA OKa3aHUE MEIUIIUHCKOW MOMOUIH.

Hacrosmue PECKOMCHAAIINN YCTAHABJINBAIOT BU/BI, 00BeM M WHIUKATOPbI KaucCTBa MGHHHHHCKOﬁ

IIOMOIIH IMalfUCHTaM IIpH HpOHHOHOBOﬁ alluaACMHUH.

KnuHanueckue pekoMeHaauu co3ianbl Ha OCHOBaHUM 0030pa nuteparypbl Medline (Pubmed version),
Embase (Dialog version) u Cochrane Library databases, Orphanet u OMIM, a Takxe
MexTyHapOIHBIX KIMHUYECKUX PEKOMEHAAINN MO TUATHOCTUKE, JICYCHUIO U BEACHHUIO OONBHBIX C

META00JINUYECKUMHU OOJIE3HAMMU.

beumn  mcronp30BaHbI HHTCPHCT-AAaHHBLIC, NPCACTABIICHHBIC Ha MCKIAYHAPOAHBIX W HAIMOHAJBbHBIX

caiiTax OOIIeCTB peaKuX O0JIe3HEN U OOIECTBEHHBIX OPTaHU3aAIUH.

OueHka ypoBHA yOEOUTENBHOCTH pPEKOMEHJAIMl M ypOBHS JOCTOBEPHOCTH JI0Ka3aTeJbCTB
MPUMEHEHUSI METUIIMHCKUX TEXHOJIOTUN MPOBOJIUIIACH B COOTBETCTBUU C YHU(PUIIMPOBAHHOMN IIKAJIOM,

MpUBEACHHON B Ta0nuiax 1-3.

I_Ie.neBaﬂ AYAUTOPHUSA JAHHBIX KIHHUICCKHUX peKOMeHI[aIII/Iﬁt

Bpauun-nenuarpsi;

e Bpauu oOUIEH NPaKTUKHU (CEMEIHbIE BpauHn);

e BpauyU-TEPAICBTHI,

e BpayU-TCHETUKH,

e Bpayu-JIUETOJIOTH;

e BpaYU-TaCTPOIHTEPOJIOTH;

e BpauU-aJLIEProJIOTU-UMMYHOJIOTH;

e BPaYU-dHIOKPUHOJIOTH/BPAYN-IETCKUE SHTOKPUHOIIOTH;
e Bpayu-HEBPOJIOTH;

e BpauU-TICUXHATPHI,

e BpauYM-KapIUOJIOTH/IETCKUE KapIUOJIOTH;



o Bpa‘-II/I—CTOMaTOJ'IOFI/I/ Bpauu-ACTCKUEC CTOMATOJIOI'H;

e BPpauUU-aHCCTC3NOJIOIN-PCAHNMATOJIOI A,

e BpPAUM-HCOHATOJIOTH,

e Bpauu-HepoJIOory;

e BpPaYU-ypOJIOTH/BPAYU-/IETCKUE YPOIOTU-AHIPOJIOTH;

e Bpauu JJaA0OPATOPHOI TEHETUKH;

e MCIAHMIHNHCKHUC IICUXOJIOI'U;

e CTYIEHTHI MeauMHCKUX BY30B;

e oOyuaroluecs B OpJIMHATYPE;

 oOyuaroliyecs B aCUPaHType.

Tabmuma 1. Illkana oueHku ypoBHEH npoctoBepHOcTH JokazarenbctB (YAJ) mis  mMeromoB

JUAarHOoCTUKHU (I[I/IaI‘HOCTI/I‘-IeCKI/IX BMeH_IaTeJ'IBCTB)

yaan Pacwuudposka

1 Cuctematnyeckme 0630pbl UCCNefOBaHW C  KOHTponeM pedepeHCHbIM MeTOAOM WM  CUcTeMaTudeckuit  0630p
pPaHAOMU3MPOBAHHbBIX KITMHUYECKUX UCCNef0BaHNM C NPUMEHEHMEM MeTa-aHanm3a

2 OTaenbHble MUCCNefoBaHUS C KOHTPOSEM pedepeHCHbIM MeTOAO0M WM OTAeNlbHble PaHAOMU3WPOBAHHbIE KIIMHUYECKMe
nccneaoBaHMs U cucTeMaTudeckue o0630pbl MccnefoBaHUi Noboro AmsanHa, 3a UCKIYEeHWEM paHAOMU3MPOBAHHbIX
KJIMHUYECKMX UCcCcneaoBaHuii, C NpUMEHeHNeM MeTa-aHanmsa

3 WccnepoBaHunsa 6e3 nocneaoBaTesibHOro KOHTPONS pedepeHCHbIM MeTOAO0M UAN uccnefoBaHus ¢ pedepeHCHbIM MeToAoM,
He ABNSIOWUMCS HE3aBMCUMbIM OT UCC/IeAyeMOro MeToAa WM HepaHAOMU3UPOBaHHbIE CPpaBHUTENbHblE UCCNIeA0BaHUS, B
TOM YMC/e KOrOPTHbIE UCCNef0BaHUS

4 HecpaBHUTeNbHbIE NCCNEA0BaHUS, ONNCaHNE KIIMHUYECKOro cny4vas

5 NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUS UM MHEHWE SKCNEpPTOB

Tabmuma 2. Illkama OIEHKH ypOBHEH JOCTOBEpPHOCTH mokasarenbcTB (YJI) mms metomoB

npouIakTUKK, JIedeHUs U peabunutanuu (MpodUIaKTUISCKUX, JEUEeOHBIX, PeabMINTAllMOHHBIX

BMEIIIATEIHCTB)
yaa PacwudcdpoBka
1 CucrtemaTtuyeckuii 063op PKW ¢ npuMeHeHnem MeTa-aHanmsa

2 OTpenbHble PKU 1 cuctemaTtuyeckne o0630pbl uccnenosaHuii noboro amsariHa, 3a uckiodeHnem PKW, ¢ npumeHeHuem
MeTa-aHanmsa

3 HepaHAOMU3MpPOBaHHbIE CpaBHUTENbHbIE UCCIEA0BAHMS, B T.4. KOTOPTHblE UCCNEeA0BaHUs

4 HecpaBHuTeNbHbIE WCCNEAOBaHUS, OMUCaHWE KIWMHUYECKOro cflyyasl WAW CepuMm CllyyaeB, WCCNeAoBaHusa «cnydai-
KOHTPOb>»

5 NMeeTca nuwb 060OCHOBaHWE MexaHW3Ma [eNCTBUMS BMelwaTenbCcTBa (AOKNIMHWYECKME WCCNefOoBaHus) WM MHeHue

3KCNepToB




Tabmuma 3. I[llkama omneHkn ypoBHEH yOemutenbHOCTH pekomeHpanuii (YVYP) s mertomos
npo(UIAKTUKY, [UAarHOCTHKH, JIEYEHUS U peadunurtauuu (MpouiIakTUYECKUX, AMArHOCTUYECKHUX,

ne4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIbCTB)

YYP Pacwundposka

A CunbHas pekoMeHzaumsa (BCe paccMaTpuBaeMble Kputepun 3PEHEeKTUBHOCTM (MCXOAbl) SBASIOTCA BaXXHbIMU, BCe
nccnefoBaHUa MMEKT BbICOKOE WM YAOBSIETBOPUTENIbHOE METOAOSI0MMYEeCKOe KayecTBO, MX BblBOAbl MO MHTEPECYOWMM
ncxonaMm SIBASIOTCS COrslaCoOBaHHbIMMY)

B YcnoBHas pekoMeHaauus (He BCe paccMaTpuBaemble KpuTepumn 3D@PeKTUBHOCTM (MCXOAbl) SABNAKTCS BaXKHbIMM, He BCe
UCccrnenoBaHWs MMEKT  BbICOKOE WM YAOBJETBOPUTENIbHOE METOAO0JSIOrMYeckoe KayecTBO W/uau UX BbIBOAbI MO
UHTEPECYLWNM NCX0AaM He ABNAKTCA COFﬂaCOBaHHbIMVI)

C Cnabass pekoMeHgauusi (OTCYTCTBME [0Ka3aTesNlbCTB Hag/jexalero KayectBa (BCE pacCMaTpuBaeMble KpuTepuu
3 PEKTUBHOCTU (MCXOAbI) ABMAAKTCA HEBAXHbIMU, BCE UCCNEA0BAHMSA MMEIOT HM3KOE METOA0/I0MMUYECKOe KayecTBo M UX
BbIBOAbI MO MHTEPECYIOLWMM UCX0AAM He ABJIAITCA COrMacoBaHHbIMMK)

HOpﬂIlOK 00HOBJIEHUSI KIMHHUYECKUX peKOMeHIlaIIHﬁ.

MexaHu3M OOHOBJICHHS KIMHUYECKHX pCKOMCHI[aI_[I/Iﬁ npeaycMarpuBactT HUX CHUCTECMATHYCCKYIO
AKTyaJIn3aluio — HC PCXKC UCM OAHWH pa3 B TpHU I'0Jd, a TAKKC IIPU IMOABJICHHMHN HOBBLIX JAHHBLIX C
O3 UHU I[OKaBaTeHBHOﬁ MCIWIIMHBI II0 BOIpOCaM JHWATrHOCTHKH, JICUCHM, HpO(l)I/IJ'IaKTI/IKI/I u
pea6HHHTaHI/IH KOHKPCTHBIX 3a6OHCBaHHﬁ, HAJIUYHU 000CHOBAHHBIX HOHOHHGHHﬁ/?:&MG‘I&HHfI K paHEcC

yTBepxkAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.



Ipuaoxkenue A3. CripaBouyHble MaTepPHAJIbI,

BKJII0YAsl COOTBETCTBHE NMOKA3AHNN K NPUMEHEHUIO 1

10.

MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

. [Ipuka3z Munznapasconpazsutus PO No 185 ot 22.03.2006 roma «O maccoBoM oOcieq0BaHUU

HOBOPOXACHHBIX I[GTGI)'I Ha HaCJICACTBCHHBIC 3a00JICBAHUSY.

. [Ipukaz MuHHCTEPCTBA 3IpaBOOXpPAaHEHUs U colaibHOro pa3BuTusi PO ot 16 ampens 2012 . N

366H «OO0 ytBepxaeHuu llopsiaka okazanus neguaTpruueckoi MOMOIII

. I[Ipukaz MunucrepcrBa 3apaBooxpaneHuss P® «O0 yrBepxaenun Ilopsiaka oxazaHus

MEAMIIMHCKON MOMOIIN OOJNBHBIM C BPOXKIACHHBIMU U (MJIM) HACJIEACTBEHHBIMHU 3a00JIEBAHUSIMI)
or 21.04.2022 Ne 274n.

. [locranosnenue IlpaButensctBa Poccuiickoit @enepanuu ot 9 anpens 2015 roma Ne 333 «O06

yTBepxkeHnn IlpaBun ¢opMupoBaHusl MepedHsl CHEUUATU3UPOBAHHBIX MPOAYKTOB JI€4€OHOTO

MUTAHUA I JeTCU-UHBAIUIOBY.

. Pacniopsixkenue [IpaBurensctBa PO ot 31 nexabpst 2018 . Ne 3053-p «O06 yTBEepKACHUM NEPEUHEM

MCANTIMHCKUX HSﬂGHHfI, HMINIAHTHUPYCMBIX B OpPraHU3M 4YCJIOBCKA IIPHW OKa3aHUU MCI[PII_II/IHCKOﬁ
IIOMOIIIM B paMKax IIPOTrpaMMBbl T'OCYAapCTBCHHBIX FapaHTI/Iﬁ OcCIIaTHOrO OKa3aHMS rpaxaaHam
MCHHHHHCKOfI nmoMomm MW OTIIYCKAaCMbIX II0 peOclTaM Ha MCEAUIHUHCKUC WU3ACIINUA IIPU

MPEeI0CTaBIEHNN HaOOpa COLUAIIbHBIX YCIIYI».

. MexxnyHnapoaHas kinaccudukaius 00ne3Hei, TpaBM U COCTOSHUM, BIUsIONINX Ha 310poBbe (MKbD

—10).

.Ipukaz M3 PO ot 23 wutongs 2010 . Ne 541n. Enuseiii kBanu(pUKaMOHHBIMA CIPABOYHUK

JIOJDKHOCTEH pYKOBOI[I/ITeﬂeﬁ, CIICHUAJIMCTOB M ClIy’KalluX, pasgacia KBaJ’II/I(i)I/IKaHI/IOHHLIe

XapaKTePUCTUKU JTOJKHOCTEHN pabOTHUKOB B c(pepe 31paBOOXpaHEHUS.

. ®enepanbHbiii 3akoH OT 25.12.2018 No 489 489-®d3 «O BHeceHMM H3MEHEHHU B cTarbio 40

®enepanbHoro 3akoHa «OO0 00s3aTelbHOM MEAMIIMHCKOM CTpaxoBaHuuM B Poccuiickoi
Oenepanun» u Degepanbhblil 3ak0H «O0 OCHOBaX OXpaHbl 310pOBbsl IpaxkaaH B Poccuiickoit

denepanuu MO BONPOCAM KIMHUYECKUX PEKOMEHIAIIA.

. [Ipukaz Munzapasa Poccun Ne 103n ot 28.02.2019 r. «O0 yTBepkAE€HUM TOPSAKAa U CPOKOB

pa3paboTKU KIMHUYECKUX PEKOMEHJALMN, UX MepecMOTpa, TUMOBOM (OPMBI KIMHUYECKUX
pEeKOMEHJaMii M TpeOOBaHMM K WX CTPYKType, COCTaBy U Hay4HOW OOOCHOBAaHHOCTH,

BKJIIOUA€MOM B KJIMHUYECKUE PEKOMCH AN I/IH(bOpMaHI/II/I».

[Ipukaz MunzapaBa Poccum ot 13.10.2017 N 804 «OO0 yTBEpX)ACHUM HOMEHKIIATYPHI
MEIULIUHCKUX YCIIYT).



11. Ilpuka3z MunucrepcTBa Tpyna W conuaibHOM 3amuthl PO ot 27 aBrycra 2019 r. 585H «O
KJaccu(UKaUsAX M KPUTEPUSIX, HCIOJIb3YEMbIX IPU OCYIIECTBICHUH MEIUKO-COLUAIbHOU
AKCIEPTU3BI TPaXaaH (eAepaabHbBIMU TOCYIAPCTBEHHBIMU YUPEKICHUSIMU MEIUKO-COLUATBHOM

OKCIICPTU3LD).

12. IIpuka3z MuHHCTEPCTBA 34paBOOXPAHEHUS U colnainbHOro pa3sutus Poccuiickoit denepannn «O
MOPSJIKE MPUMEHEHHUS JICKAPCTBEHHBIX CPENICTB Yy OOJBHBIX MO KU3HEHHBIM IMOKa3aHUSIM» OT 9
aBrycta 2005 1. Ne 494,

13. Undopmannonnoe nucbMo Mun3apaBa Poccuu 1Mo BO3MOXKHOCTHU 3aKYIKH JIEKapCTBEHHOTO

mpenapara o TOproBoMy HAaMMEHOBAHHUIO.

14. Pactiopstxenue IlpaButensctBa PO ot 11.12.2023 N 3551-p «O0 yTBepkKACHUM MEpPEUHS

CTCIIMATN3UPOBAHHBIX TIPOIYKTOB JICUCOHOTO MUTAHUS JJIS JCTCH-UHBAIHIOBY.
Nudopmanns o iekapcTBEHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHoBHBIE HOPMAaTHUBHO-IIPaBOBbLIC AKThI, pPeryjimpyromuc OKa3aHue NAJJIMATUBHOM

MEeIMIMHCKON MOMOIIH

1. ®enepanbublil 3akoH «O BHeceHMM u3MeHeHM B DenepanbHblil 3akoH "OO OCHOBaxX OXpaHBI
310pOBbsi TpakaaH B Poccuiickoit @enepanuu’ 10 BONpocaM OKa3aHUS MAJUIMATUBHOU

MeauurHckoi momorn» ot 06.03.2019 Ne 18-D3.

2. [lpuka3z MunznpaBa Poccunm Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «O6
YTBEPKIICHUN TOJOKEHHUSI 00 OpraHu3aliyd OKa3aHWs MaJUTMAaTUBHOW MEIUIIMHCKON IOMOIIH,
BKJIIOYasl TOPSIIOK B3aWMOJAEUCTBUS MEAMIMHCKUX OpraHu3alui, OopraHu3aluidl COLUAIbHOTO
oOcinyKMBaHHS M OOIIECTBEHHBIX OOBEAMHEHHM, WHBIX HEKOMMEPYECKUX OpraHu3alluii,

OCYIIECTBIISIONINX CBOIO ICITEILHOCTh B c(pepe OXpaHbl 3T0POBHS.

3. [Ipuka3z MunszapaBa Poccun No 348 or 31 mas 2019 roma «OO yTBepKIEHUU TMEpPEUHS
MEIUUUHCKAX W3ACNHM, NMpEeAHa3HAYEHHbIX ISl MOAJIEPKAHUSA OPraHOB M CHCTEM OpraHu3Ma

YCJIOBCKA, NPCAO0CTABIACMBIX IJIA UCIIOJIB30BAHUA HA JOMY)».

4. [lpuka3z MunzapaBa Poccuu Ne 5051 ot 10 wumrons 2019 roma «O6 ytBepxkaenuun Ilopsaka
nepefayn  OT MEIUIIMHCKOM OpraHu3alid MalueHTy (€ro 3aKOHHOMY MPEeACTaBUTEINIO)
MEIMIMHCKUX W3ACNui, NpeAHa3HaYeHHbIX JUIsl MOAJep)kaHusi (YHKIMH OpPraHoB M CHCTEM
OpraHu3Ma 4YeJlOBEKa, JUJI MCIOJIb30BAHUSA HA JOMY IIPU OKA3aHUM NAJUIMATUBHON MEIWLIMHCKOU

TTOMOIIIH.

5. Ilpukaz M3 P® Ne 831 or 3 oktsa0ps 2019 roga «O0 yTBEp»KIEHUU BEIIOMCTBEHHOM II€JIEBOM

nporpammsl «Pa3BuTre cuctemMbl OKa3aHus NMAJUIMATUBHOW MEAULIMHCKON TTOMOIIINY.

Ipuio:xkenue A3.1. Cxema MeTad0JIM4YeCKUX NMPOLECCOB MPU NMPONMUOHOBOM
alMaAeMHUH.
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Metabonuueckue OJNOKH BBIAETIEHBI TOMyObIM 1BeTOM (1l-mpomuoHoBasi, 2-MeTUIMAaJIOHOBas

aHI/II[eMI/Iﬂ), ITaTOJIOTMYECKUE METaOOJIMTHI BBIJICIICHBI JIBOMHOM paMKOfI.

Hpunoxenue A3.2. Hopmbl pu3nosioruyeckoil nOTpedHOCTH B OCHOBHBIX
NHMIIEeBBIX BellecTBaX U YJHePIruM JJI 310POBbIX JAeTeM.

Tab6auua 1. Pekomenayemast moTpeOHOCTh B MAaKpOHYTpUEHTaX y narueHToB ¢ [TA u MMA [37].

BO3pacT HaTypanbHbih 6enok?! 06wuii 6enok 23 SHeprus 4
(r/kr/cyT) (r/kr/cyT) (kkan/kr/cyT)

0 - 6 mec. 0.91 -1.52 1.52-1.82 M: 72 - 109
X: 72 -108

7 - 12 mec. 0.72-1.2 1.2-1.44 M: 65 - 97
X: 64 - 96

1-3r. 0.63 - 1.05 1.05-1.26 M: 66 - 99
X: 66 - 99

4-8r. 0.57 - 0.95 0.95-1.14 M: 59 - 88
X: 56 - 84

9 - 13r. 0.57 - 0.95 0.95-1.14 M: 43 - 65
X: 39 - 58

14 - 18r. 0.51 - 0.85 0.85-1.02 M: 36 - 53
X: 30 -45




BO3pacT HaTypanbHbiit 6enok! 06wunit 6enok 23 SHeprusa 4
(r/kr/cyT) (r/kr/cyT) (kkan/kr/cyT)
19->70r. 0.48 - 0.8 0.8 - 0.96 80-100% ot DRI (anetnyeckmin pedepeHc)
BepemeHHOCTb 0.66-1.1 1.1-1.32 1-bIl TpUMeCTp Takxe Kak Ao 6epeMeHHOCTH
>18n-50r 2-o1i TpuMecTp — +340 Kkan/cyT
3-1 TpumMecTp — +452 kkan/cyT
JlakTauuns 0.78-1.3 1.3-1.56 BapuabenbHble 3HavyeHus
KommeHnTapuu:

1. pexoMeHayeMoe KOTUYEeCTBO HaTypajbHOro Oenka cocrtasiser 60-100% RDA (pekomenmyemas

IHEeBHas HopMa notpebienust) u Al (agekBarHast HOpMa OTPEOIEHMS).

2. MOTPEOHOCTH B OEJIKE PACCUMTHIBACTCS WHIWBUAYAIBHO IS Ka)KJIOTO MAIlMeHTa B 3aBUCHMOCTH OT
TOJICPAHTHOCTH K O€JIKy, aHTPONOMETPUYECKMX TIOKazarejled U pe3ylbTaroB J1abOpaTOpPHBIX

HUCCJIEIOBAHUN.

3. ecnu mepeHoCcuMOoCTh HaTypanbHoro Oenka meree 100% AI/RDA, pexkomenaoBano qo6asuts CIIJIII
Ha OCHOBE AMHUHOKHCIOT 0e3 METHOHWHA, TPEOHHHA, BajMHA, W30JIeHIIMHA, YTOOBI O0ECHeYUThH
munumyM 100-120% AI/RDA.

4. pexoMeHyemasl dHepreTuyeckasl eHHOCTh paruoHa coctasiseT 80-120% DRI EER (pacuernas

NOTPEeOHOCTh B DHEPTUH) PACCUUTHIBAETCS HA JOKEHCTBYIOLIUH BEC.

Taomuma Ne 2. CpegHecyTouHbIC HOPMBI (PU3HOJOTHUCCKUX IMOTPECOHOCTEH B DHEPTHHM IS JACTCH
cormacHo FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24 okt 2001)

BospacT (mec.) DHeprusa (KKasna/Kr) Myx. DHeprus (KKan/Kr) xeH
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
Bospact (r.)

1-2 82,4 80,1
2-3 83,6 80,6




BospacTt (mec.) DHeprus (KKan/Kr) Myx. DHeprus (KKan/Kr) »xeH
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,

IHpunoxenue A3.3. [IoTpedOHOCTHL B METHOHHHE, TPEOHUHE, BAJIMHE,
U30JIeHlIMHEe Y MAMEHTOB ¢ MPONUOHOBOM alu/ieMuell B 3aBUCUMOCTH OT
BO3pacra.

Tabmuma 1. OpueHTHpPOBOUYHAS TMOTPEOHOCT, B METHOHWHE, TPEOHHWHE, BaJIMHE, HW30JICHIIMHE Y

OO0JILHBIX HpOHHOHOBOfI alyieMue B 3aBUCUMOCTH OT BO3pacTa.

Bo3pacT 60/1bHbIX CyTo4yHas noTpebHOCTb B aMMHOKMUCIOTax

N3onenuunH MeTMOHWMH TpeoHuH BanuH

[leTV rpyAHoro Bo3pacra MF/KF Macchl Tena

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
4eTn cTapwe Mr/neHb

1 roaa

1 -4roga 485-735 180-390 415-600 550-830
4 -7 net 630-960 255-510 540-780 720-1080
7 - 11 net 715-1090 290-580 610-885 815-1225




Tabmuma 2. Crnenuanu3upoBaHHBIE MPOAYKTHI Ha OCHOBE aMHUHOKHCIOT 0€3 METHOHHWHA, TPEOHHHA,

BajiMHa, nzojeinuna (B 100 r cyxoit cmecn).

HanMmeHoOBaHMe npoaykTa benok XKnp, YrneBsogabl, DHepreTu- BospacTt
(akB.) r r yeckas npUMeHeHuns
r LEHHOCTb,
KKan
XMTVI Anamix infant Cneunanu3mpoBaHHbIM NPOAYKT AETCKOro 13,1 23 49,8 469 or 0 po 1
AMeTuYecKkoro nevyebHOro nuTaHwWst AN AeTeil MepBoro roja roga

XWN3HM oT 0 O 12 MecsueB B KayeCTBe OCHOBHOMO MUTaHusa U B
KayecTBe AOMOSIHUTENbHOIo NUTaHusa ans aeten ao 3 net "MMA/
PA AHamMunkc UHpaHT"****

XMTVI Maxamum 39 <0,5 34 297 CTaple 1

CneunanusnMpoBaHHbIi  MPOAYKT  AETCKOro  AMETUYEeCKOro roga
neyebHoro nuTaHuMs Ana AeTen CcTapwe 8 neT C  peakon
HacneaCTBEHHOW 3H3MMoOMNaTuer, NpornMoOHOBOW aunaeMuen wunu
MeTunManoHoBon auugemmern, "XMTVI Makcamym" ("XMTVI
Maxamum'")****

«HyTpuren 14 14 23 50,5 471 or 0 po 1
-tre,- met, -val,- ile» roaa
Cneunanu3mpoBaHHbI  NPOAYKT CyXOW Ana  AUMETUYeCcKoro
neyebHOro nuTaHUMs pOeTel NnepBoro roAa XU3HWU, 60NbHbIX
NPOMMOHOBOM WU METUIMANIOHOBOM aumaemuen, "HyTtpureH 14 -ile,
-met, -thr, -val"****

«HyTpuren 20 20 18 50,4 444 CTaplwe 1
-tre,- met, -val,- ile» roaa
Cneunanu3npoBaHHbI  NPOAYKT CyXOW Ana  AMETUYEeCcKoro
neyebHoOro nuTaHMsA [eTel cTaple OoAHOoro roga, 60NbHbIX
NpOMNMOHOBOM WU MeTUNIMANIoOHOBOM aumaemuen, "HytpureH 20 -ile,
-met, -thr, -val"****

«HyTpuren 40 40 13 31,6 403 cTapuwe 1
-tre,- met, -val,- ile» roaa
Cneunanu3mpoBaHHbI  NPOAYKT CyXOW Ana  AMETUYeCcKoro
neyebHOro nuTaHMa f[eTen cTapwe oaHoro roaa, 60nbHbIX
NPOMNMOHOBOM WU MeTUMANIOHOBOM aumaemuen, "HytpureH 40 -ile,
-met, -thr, -val"****

«HyTpuren 70 70 0 4,5 298 cTapuwe 1
-tre,- met, -val,- ile» roaa
Cneunanu3mpoBaHHbI  NPOAYKT CyXOW Ana  AMETUYEeCcKoro
neyebHoOro nuTaHMsa [eTel cTaple OoAHOoro roga, 60NbHbIX
NPOMMOHOBOM WU MeTUMANIOHOBOM aumaemuen, "HytpureH 70 -ile,
-met, -thr, -val"****

Milupa OU 2-prima 60 0 5,3 261 ot 1 po 8
CrneunanusnpoBaHHbIi  MPOAYKT  AMEeTUYecKkoro  sieyebHoro ner
nUTaHMsa ana AeTen ctapwe 1 roga, CTpajatowmnx OpraHn4yecKomn
aumaeMmern - NpoNWMOHOBOM WM METUIMasIoOHOBOW auuaeMuen,
"Milupa OS 2 Prima"****

Milupa OU 2-secunda 70 0 1,6 286 oT 9 po 14
CneumanManpoBaHHbIi  MPOAYKT  AMETUYEcKoro  neyebHoro ner
nuTaHuWs 4Nns peTen ctapwe 8 neT M NoAPOCTKOB, CTpPadaroLmx
OpraHumyeckor auuaeMmern - npornMoHOBOM WU MeTUIMasoHOBOW
aumaemumeinr, "Milupa OS 2 Secunda"****

Milupa OU 3-advanta 70 0 1,8 287 ctapwe 15
CneunanuanpoBaHHbIii  MPOAYKT  AWETUYecKkoro  nieyebHoro ner
nUTaHus Ans Aeten ctapwe 15 net m B3poCiblX, CTpadatoLimx
OpraHM4yecKkon auuaemmern - NpornMoHOBOW WM METUIMANIOHOBOM
aumaemument, "Milupa OS 3 Advanta"****

Hpunoxenue A3.4. [Ipumepsbl pacyeToB NUTAHUA /I MALMEHTOB MPH
HHUIUALMH THETOTEPAIINH.

I Ilpumep pacyera nutanus pedeHky 1 mec. (oken). Macca 4000r. I'pynnoe BckapMiiuBaHue +
CIUII ma ocHOBE aMUHOKHUCIOT 0O€3 METHOHWHA, TPEOHWHA, BajuHa, u3oneiimHa «MMA/PA

Anamukc Uadant»



1) paccunThiBaeM 6a30BYIO MOTPEOHOCTH B OEIIKE:
- O6mmit 6enoxk 1,82r/kr/cyt = 1,82x4= 7,28r*

- Harypanwhsriit 6emnok 1,2 r/kr/cyt =1,2x4=4,8r
2) PaccunTeiBaeM KOTUYECTBO TPYIHOTO MOJIOKA!
B 100 M — 1,2r Genka

X —4,8r, orcroma X=4,8 x 100 /1,2 = 400m

3) PaccuuthiBaem ckoibko pedeHok pomwkeH mnonyuuth CIIJIII Ha ocHoBe amuHOKHCIOT 0€3
METHOHWHA, TPEOHHWHA, BajuHa, m3ojednuHa (eciu B 100r. cyxoit cmecu comepkutcs 13,1r Oenka

(6enmka ->KBHUBAJICHTA).

A) cunTaeM CKOJIbKO Oerka peOeHOK JokeH momyduTh 3a cuet CIUII: 7,28-4,8= 2,48 r 6enka
b) cuutaem KoIM4ECTBO CMECH:

B 100r — 13,1r Genka

X —2,48r, orcroma X=2,48x 100 /13,1= 18,91 (20r) cyxoii cmecwu.

VYuuteiBas, 4to y aereil rpyaHoro Bo3pacta CIIJIII ;xemarensHO NPUMEHATHh B KaXKJI0M KOpMJIEHHUE, a

MHTEPBAJl MEXK/y KOPMJICHUSIMU MUHUMYM 3 yaca, paszzeinseMm Ha 8 npuemoB 20:8=2,5t x 8 pa3 B JicHb.
B) Pa3zBogum cyxyto cMech:

Ecnu St cyxoit cmecu pasBoautcst Ha 30 mit - 2,51 pazBoaum Ha 15 M1 BOjIbI

4) PaccuuthiBaeM 00bEM U KOJIMYECTBO KOPMIICHHM.

Ecnu pebenok ect 8 pa3 B IeHb, OIyIacTCs:

50mu rpyaHoro mosoka +2,5r CIJIII, pa3BenenHo# Ha 15Mi1 BOAbI

5) IIpoBepsieM SHEPreTUYECKYIO IEHHOCTh PallOHa:

B 100mn rpyaHoro mosnoxka conepxutcs 70 kkan, 3HauuT B 400mi — 280 kkan

B 100r cyxoit cmecu (CIUIIT) conepxkutcs 469 kkain, 3Hauut B 20 T — 93,8 kKan

280+93,8 = 373,8kkan = 93 kkaj/Kr

5) Bocnonusiem aedunut kajgopuit™**, meneBas sHepreTHUeckasi IeHHOCTh parmona 107kKkan/Kr:
A) PaccuntbiBaeM nOoTpeOHOCTD B IOMTOJIHUTENBHBIX KAIOPUSX:

107-93=14 kkan



b) Cuurtaem konumdectBo 10% aexkctpossl (10 rpamm nexctpossl B ¢100 mit pactBopa):
B 10mn 10% nexctpossl (1rp nexkcTpo3sl) — 4kKanl

X — l4xkan, orctona X= 14x 10 /4= 35mn 10% nexkcTpo3bl B CyTKH, pa3zieisieM Ha 8 KOpMIICHU,

nosryyaercs 4-5mit 10% nexkcTpo3sl B KaxK10€ KOPMIICHHE.

*MoTpeOHOCTh B OENKe PACCUUTHIBACTCS WHIMBHAYATbHO JIJISI KKIOTO MAIlMEHTa B 3aBUCHUMOCTHU OT
TOJICPAHTHOCTH K O€JIKy, aHTPONOMETPUYECKHX TIOKazareled U pe3ylbTaroB J1aboOpaTOpHBIX
uccnenoBanuid. [lpu cTabUILHOM COCTOSTHUU, OTCYTCTBHHM THIIEPAMMOHUEMHH, OOIIHNI OCIIOK MOXKET

ObITh yBenmueH 3a caet CIIJII 6e3 MmeTHOoHMHA, TPEOHMHA, BaJIMHA, N30JICHITHHA.

** mpu nedunuTe Kaaopuid U HEBO3MOXKHOCTH 100aBUTH OosbIee komuuecTBo CIIJIIT 6e3 meTnoHMHA,
TPEOHWHA, BajiMHA, W30JCHIIMHA (HAapuUMep, B CJIydae TUIEPAMMOHHEMHUHN) ISl JTOCTHKCHHS
ONTUMAJbHONH JHEPreTUYECKOW IICHHOCTH pallioHa HCMOJB3YIOTCS  PacTBOPHI  JIEKCTPO3BI,

MaJIbTOACKCTPHUH, 0e30eIKOBBIE 3aMEHUTEIM MOJIOKA.

II Ilpumep pacyera nutaHus pedeHKy 3-x JieT, Mmacca Tejaa 15 kr ¢ ucnoab3zoanuem CIIJII na

OCHOBE AMMHOKHUCJIOT 0€3 MeTHOHNHA, TPEOHUHA, BaJIUHA, n3oJieiinuHa « Hyrpuren 40

-tre, - met, —val, - ile». Pacuer nmpoBOAUTCA B COOTBETCTBUU C MPUBEICHHBIMU BBIIIE MPUHIUAIIAMHU.

CooTtHomreHue 0: )X: y OT 00IIeH SHePreTHICCKOM IIEHHOCTH palioHa JOJDKHO cTpeMuThes kK 10:30:60.
1) PaccuntpiBaem 6a30By10 TOTPEOHOCTH B OCJIKE:

- OOmuit 6enox: 1,26r/kr/cyt = 1,26 x 15=18,9r*

2) PaccuuThiBaeM HaTypaibHBIN O€I0K:

0,85r/kr/cyT =0,85x15=12,75

3) PaccuuteiBaem komuuectBo CIIJIIT Ha ocHOBe aMWHOKHCIOT 0€3 METHOHWHA, TPEOHWHA, BaJWHA,

uzosneiinmna (ecau B 100T. cyxoit cmecu conepxkutcs 40 T 6enka).

A) Cuuraem ckoJibKo Oesika peObeHOK nomkeH noiayuntsh 3a cuet CITIIT: 18,9-12,75= 6,151 Genka
b) cunraem KOIMYECTBO CMECH:

B 100r — 40r 6enka

X — 6,151, orctona X= 6,15x 100 /40= 157 cyxoii cmecw.

4) PaccunThIBa€M SHEPIETHYECKYIO IEHHOCTh PAIlMOHA:

66-99 kkan/kr/cyt= 990-1485 kxan B cyT.

Ha ocnoBanumn JAaHHBIX PACY€TOB MOXCT OBITH NpCIIOKECH cnez[y}onmﬁ IIJIaH IIUTaHUA .



Ob6bem Benok HaTypanbHbIn (T) Benok-akBuBaneHT (r) KanopuitHocTb (kkan)
«HyTpureH 40 15r 0 6 60
-tre,- met, -val,- ile»
Kawa pucosas (aetckas) 20r 1,4 75
OpyKThI 200r 0,8 88
OBoLu 250r 3,2 62
KapTtodenb 100r 2 77
OnuekoBoe Macso 5r 0 45
BbaHaH 150r 1,8 129,9
Kawa mynbTnanakosas (aetckas) 40r 2,8 150,3
MakapoHbl 6/6 40r 0,02 105,9
CnuBo4yHOEe Macno 5r 0,025 38
HEMonoko pucosoe 400mMn 0,8 240
NTOro 12,8 6 1071

>kl_[pI/I CcTaOMIILHOM COCTOAHNU, OTCYTCTBHUU T'HIICPAMMOHUCMUN, O6H1Hﬁ OEJIOK MOKET OBITH YBCIINYUCH

3a cuet CIIJIIT 6e3 MeTrOHMHA, TPEOHUHA, BaJIMHA, U30JICHITMHA

Hpunoxenue A3.S. [IpuMepHbIil CYyTOYHBIM HA0OP NMPOAYKTOB, €r0
XUMHYECKHH COCTAB M JHEPreTHYecKas HEeHHOCTh I JeTel J0IKOJIbHOI0
BO3pPacTa ¢ NPONUOHOBOM alUJAeMUeH.

MpoayKTbl Konuyectso, r (Mn) XUMnyeckunin coctas, DHepreTuyeckas LeHHOCTb, KKan
6enkn Xupbl yrnesoabl

Xneb HM3Ko6enKoBbIN 140 1,06 3,5 84,2 378
XnebobynouHble nsgenuns 30 0,23 2,7 19,4 105
Cyxasa cMmecb HM3KobenkoBas 54 0,87 1,8 50 79,3
Bepmuwenb HM3KkobenkoBas 13,7 0,12 0,08 11,2 47,9
Kpyna Hu3kobenkoBas 25 0,2 0,5 21,6 90
Cyxown 6e36enK0BbIi HAaNUTOK 24 5,0 17,2 114
Macno cnmBo4HoOe 20 0,1 16,5 0,16 149
Macno TonneHoe 10 0,03 9,8 0,06 88,7
Macno pactutenbHoe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
BapeHbe 20 - - 14,0 56
KapTtodenb 100/70 1,4 0,28 11,4 56
KanycTta cBexas 55/44 0,79 0,05 2,1 11,9




MpoAyKTbl Konuyectso, r (M) XMMHUUeckuit coctas, T DHepreTuyeckas LIeHHOCTb, KKas
MopKoBb 95/76 0,98 0,07 4,8 25,8
Csekna 60/48 0,72 0,05 4,32 20,2
Kabauku 25/19 0,12 0,06 1,0 4,75
Orypubl 5/4 0,03 - 0,11 0,65
Canat 10/9 0,12 - 0,18 1,4
Momnaopbl 15/13 1,3 0,03 0,49 3,0
TomaT-nacTa 8/7 0,35 - 1,33 7
Jlyk penyaTbin 5/4 0,05 - 0,32 1,45
KntokBa 10 0,05 - 0,38 2,6
Coku 100 0,5 - 11,7 47
OpyKTbl CBEXMNE 200/170 0,9 0,5 16,6 78,17
DpyKTbI Cyxune 10 0,3 - 5,05 22,7
3a cyeT HaTypanbHbIX NPOAYKTOB 9,5 70 258 1700




Maco ¥ MacHEIe H2OeTHS

OapaHHHA, TOEAIHHA, CEHHHHA, MACO IITHII
(EVpEL, VTEH, HEOSHKA), KOT0AcEL,
MAMITETEL CapAeTbKH, COCHCKH,
CYOmpOaVETE (TeUeHs, MOYKH, CepaIe),
MACHBIE JeTHKATECEH

Prioa u prIDHEIE IPOTYVETEL

pEIDA MOPCKAA H pedHad CBEXad H
3aMOPOKEHHAT, PEIOHEIE KOHCEPEEI, HEDA,
KpaDOBEIe H PEIDHEIE NANOYKH, KPeBeTEH,

MOJUTIOCKH, MACTEl H HAIITETEL, PAKH

Teopor H crIpEL

TEOPOT, TEOPOHEKH, TEOPOEHEIE MACCE H
CBIPKH, OpEIH3a, CRIPEI TEEPILIE H MATKHE,
CHIPEI CEIPKH MIABTSHER, CEIPHEIS MACCHI

X1eb u xnebobyIotdHRIE H3OETHA

MyEa (MIIeHHIHAd, PKaHad, OBCAHAM,
TPeTHEeEaq ), X1e0 OeNnlH H 9epHEIH,
XIeOHEBIE NATOYKH, DapaHkH, DVIOTKH,
NedeHbe, MHPOEHOES, CYIIKH, TOPTH

Kpvma v xnonea

KpyTa TpedHeRad, MIIeHO, TOTOKHO, KPyIIa
MaHHAad, ATHEEAd, XIONBA OBCAHEIR

Coeerle NpoIYKTEL

MYEA COCEad, MPOIYETEL H3 COH, ITHPOKD
PacpOoCTPaHEHHEIC E BECTCTAPHAHCEOM
MHTAHHH, ODOIIKOPH

Hina

BCE BHIEI THII

BCE EHOERI OpPEXOE




AEITHIH CITHCOK (HpuUMeHAMb € OZPAHUYEHUAME)
Ocrosa nepeyna — KOIUHECmeo NpodyKkma, obecnenusaolyee

Momoko H MoI0OYHEIE IPOIVETEL

MoIoKO, KedHp, HorvpT (C cogepxanHeM
benka me bomee 2.8 ¢/ 100 wma) — 30 wm;
Monbﬁc CTVIIEHHOE ¢ caxapoM — 13 am;

maxta — 30 Mm;
CEIEOpPOTEA TRoposHad — 120 mum;
CMETAHA — 33 MII;
caHEKH 35% mmpHOCTH — 45 M
cmuekH 10% mmproctr — 30 Mo

Kp}’l'[ﬂ. H EPYVIIAHBIE H3TEITHA

pHC oTBapHOE — 45 1)
EVEYPY3Had KEpyOa BapeHad — 35 1]
EVEYPY2HEIE XT0MET — 15 1

OromH

KapTodels BapeHsId B MyHaEpe — 80 r;
KapTodens QpH HIH EapeHsH — 55 I;
guncel — 45 1;
kapTodelsHoe mope OBICTPOrO
npurotoereHEnd — 10 1
KaIlycTa MeeTHad eapenads — 30 r;
KamycTa DpOKKOIH cHpad, BapeHas — 30 r;
OprOCCEenBCKAd KAyCcTa BapeHad — 30 T

OEowIHEIE KOHCEPEEL

HEpa baxmaxansad — 60 r;
HEpa kabaukoead — 30 r;
mneHAaT (mope) — 30 r;
TOPOIISK KOHCEPRHPORAHHLE — 30 T




PpyETE H ATOOR

CESHE H KOHCSpEHPOEBAHHELR (HIH
IPHTOTOEICHHEIE B caxape) hpvETEL:
a0pHKOCHL, afiea, aHaHac, alelbCHH, apoys,
BHHOTPAJ. TPaHaT, TPYINH, TpeHndpyT.
rvaea, IbIHA, SHCBHEA, HIFOM, HEDKH]
(cEEEHIl, HO He CYINSHEIH), KHEH,
KIyOHHEA, EPEDEOBHHE, THMOH, MAIHHA,
MAHTO, MAHTAPHH, HEKTAPHH, OTHEKH,
MepcHK (CBe#HH, HO He CYIISHEIH), CITHEA,
CMOpPOJHHA CBeXad (depHad, KpacHad,
Demad), TepH, 9epHHEA, IEPHOCIHE,
IETKOBHHIA, S0T0KH, GpPVETOBEIE CATATEL,
3acaxapeHHEIE ATOIE H PPYKTEL

OromnTH | 2eIeHE

OpoinH 3a HCKTFOYeHHeM DODOBRIX
(apTHIMOK, DaKTaKaHEl, DPIOKEA, KaDadwH,
Kpecc-calat, KamycTa 0elIo- H
KpacHOKOYAHHAT, KANSpCEl, KOPHHIIOH,
IVE-TIOpeH H pelYaTelH, MOPKOEE, OTVPIEL
HACTEPHAK, MATHCCOHEL, Mepell (KpacHEIH,
3ENeHEIH, JKeITEIH, OPamEeEhlil),
MOMHIOPEI, TIETPVIIKA H TH00ad 3eIHb,
PEBEHE, PeIOHC, PENa, CEeKNIa, CensIepet,
CATAaT JaTVK, TEIKEA, (PEHXEID,
MAPHHOBAHHLIH TVE, 98CHOK, OBOIITH,
3E7IeHE)




Kaprodens B0 Bcex BHIAX IPHTOTOEISHHT
(C OCTOPOXHOCTEIO IIPH NATOIOTHH MOYEK,
T_K. MHOT'O KaJIHA);

OEOIIHEI® IPOIYETEL E EHAE CIIPETOE,
COVCOEB, CVIIOE;

T pyETHL;

D pPYETORRIE MOPCEL, COEH, QpeImi, CMY3H,
THMOHAIEL, KOMIIOT;

Kpyma u 2epHOEEIE MVKa PHCOEAA H KVKYPY3Had, KPaxMan
TAMHOKH, KVEVDPV3HEIH H KapTodenhHEIH,
TAITHOKA, Caro

Caxap u cmagoctn caxap, PpVETO3a, [NIF0KO02a, MOIOTHEIR
caxap, MATBTOASKCTPHH, COIOJOERI
3KCTPAKT, BapeHbe, [ReME], KOHQHTIOPEL,
CHPOIIBL, MEZ, MapMeIa, IeSeHIEL
MpospadHad KapaMellsb, CaXapHad BaTa,
DPYKTOBOE MOPOKEHHOE (3aMOPOKEHHEIR
COK), mepbeT dpVKTOBRIH

Hanuten MHTEEEAA BOJA, E TOM THCIE
DVTHIHPOBAaHHAY H razHpPOBAHHAM,
MHHEpPAIBEHEIE EOJEL, Ta3HPOEAHHEIS
HANHTEH (HO He ¢ «AcIapTaMoMs:), COKH,
HEKTapEHl, Jail, 9epHEIH Kode

Pazuoe EETHPVIONIHE BSITeCTEA (arap-arap,
MEKTHH, PACTHTENBHEIE CMOTIBI-KaMeTH ),
[HIOEBEIE ap-::mamzampmln KpPacHTEIH

(BaHHIEB, BAHHMIHH, MHHOATEHAA 3CCEHLIHA,

nepedHad MATa, madpaH), TopIHIA,
OYIIHCTEIE TPAEBEL, Iepel, CIelHH, VECYC

Hpunoxenue A3.6. MeradoaM4ecKHd KOHTPOJIb, MOHUTOPUHI AUETHYECKOIO
JICYeHHUSl, HYTPUTHUBHOI'O CTATYCA M BO3MOKHBIX OTHAJEHHBIX 0CJI0KHEeHU

3200/1eBaHUS

UccnepoBanue

YacroTa

WccnepoBaHve ypoOBHS aMMOHMS, MOJIOYHOW KWMCNOTbl B KPOBW, UCCefoBaHWE KMCIOTHO-OCHOBHOIMO COCTOSIHUSI U
rasoB KpoBM

B  kaxabin
BU3UT

AMUHOKMCNOTbI Nia3mbl kKpoBu (KoMnnekcHoe onpeaeneHve KOHUEHTpauMm aMUHOKMUCAOTbl M auMaKapHUTUHbI B 1 pa3s B 3-6

KpoBu, KomnnekcHoe onpegeneHne KOHUEHTpauMn aMMHOKUCIOTbI W auuIKapHUTWHbLI B KPOBW METOAOM Mec

TaHAEMHOWN MacC-CneKTpoOMeTpun)

(nocne 3-44 ronogaxus)

OpraHuyeckme KncnoTbl B Moye (KoMnnekcHoe onpeaeneHme coaepxaHus opraHMyecknx KUCAoT B Moye) 1 pa3s B 3-6
Mec

WccnepoBaHune ypoBHa cBob6oaHOro L-kapHuTUHa B kKposu (TMC) 1 pa3 B 3-6

mec




UccnepnoBanue

YacroTa

KoHTponb aneTbl (NULWEBON AHEBHUK)

B  kaxabli
BU3NUT

AHTpOnoMeTpus

B  kaxabin
BU3NUT

KnnHunyecknin ocmMoTp

B  kaxabli
BU3UT

WccnepoBaHve ypoBHSI anbbyMuHa B KpoBW, npeanbbyMnH kpoBu (OnpeneneHne CcOOTHOWEHUS 6enKoBbIX 1 pa3 B 6
dpakunii MeToaoM anekTpodopesa, MecsiLeB
OnpeneneHne  COOTHOWEHUS  6enKoBbIX  (pakuuili  MEeToAOM  BbICOKOYYBCTBUTENBHOIO  KanwusasipHOro
anekTpodopesa)

CocTosiHMe  KOCTHOW TkaHu  (onpeaeneHve ypoBHS  obulero  Kanbuusi, MOHU3MPOBAHHOIO  KanbUwus, 1 pa3 B rog,
HeopraHuyeckoro docdopa B KpoBu, 0b6LLEro MarHMsa B CbIBOPOTKE KPOBW, aKTUBHOCTb LLeoYHON docdaTassbl, npu
WccnepoBaHue ypoBHS 25-OH BuTaMuHa [l B KpoBU, MiccnenoBaHme ypoBHS NapaTMpeouaHOro ropMoHa B KPOBU nopaeHuu

no4yek 4yaule

OcMOTp Bpava-HeBposiora Mo
nokasaHusaMm

OnpepeneHvie rnoMepynspHon un TybynsapHom QyHKUMK modvek (MccnepoBaHWE YPOBHS KpeaTWHWHA B KPOBH, 1 pas B 6

WccnepoBaHne ypoBHSI MOYEBMHbI B KpPOBW, MccnegoBaHue ypoOBHSE MOYEBOM KUCNOTbl B KpoBu, WccneposaHue mMec

ypoBHs unctatuHa C B KpoBu, MiccnenoBaHue ypoBHS Kanbuus B Moue, MiccnepgoBaHue ypoBHA docdopa B Moue,

OnpeneneHne 6enka B Mode, OnpegeneHve anbbymumHa B Moye, OnpegeneHuve konuyectsa 6enka B CyTOYHOM

mMoue, OnpeneneHne CKOPOCTU KNyHOUKOBOM GUAbTpaLnmM NO YPOBHIO KpeaTUHMHA KPOBW pacyeTHbIM MEeTOAOM)

OnpegeneHve akTMBHOCTM MaHKpeaTMyecKol amMunasbl B KPOBW, OnpeAesieHne akTUBHOCTM SMMnasbl B CbIBOPOTKE 1 pa3 B 6

KpoBM Mec

Kapanonornyeckoe obcrnenoBaHue 1 pa3z B 12

(3KT, 2X0O-KTI) Mec

KorHutusHble pyHkunmn (IQ) Mo
rnoKasaHusaMm

OdTanbmonormyeckoe obcrenoBaHme 1 pa3z B 12
mMec

33I, MPT ronoBHOro Mo3ra, Cypaosiormyeckme Tectol (ayanomeTpus) Mo
nokasaHusaMm

Cromartonormnyeckasi momMolLLb He pexe 1
pasa B rog

aoanmuposearo uz Matthias R Baumgartner et al. 2014.

IIpuio:xxkenue A3.7. TakTuKa npea- U MOCJae0NEPANMOHHOIO BeICHUS

MalnMnueHTOB.

Heo6s3aTenbHbie npoueaypbl

MNMpoBepbTe, 4TO pebeHok 340poB (6e3 NposBAeHU BUPYCHOW Mnmn 6akTepmnanbHOM MHPEKLMN) B TedeHne 48 yacoB A0 onepaumu.

Ecnun ecTb NposiBNeHNs, To onepauunio creayeT OTIoXUTb

MocnenHee kNnHM4Yeckoe obcnenoBaHme No 3aboneBaHmo AOMKHO 6bITh NpoBeAEHO He MeHee 4yeM 3a 3 Mecsua A0 onepauumn

HeoTno)xHble MeponpuaTUs U OCHOBHbIE Npoueaypbl (> 30 MUHYT)

HanpaBbTe Ha KOHCy/NbTaUMIO cneunanmcTa

Mpu nocTynaeHun: npoBepbTe aMMOHMW, pH, rasbl kpoBu. Ecnu ammoHuit 6onee 200 mmonb/n, pH meHee 7,30 wnan pedbunumt
ocHoBaHum 6onee 10 MMonb/n nnu pebeHok 4yyBCTBYeT cebsi Nnoxo, HeobxoaAMMO OTMEHUTb HeobsizaTeNbHble npoueaypbl n/mnu

HanpaBbTe Ha KOHCy/bTauuko cneynanncra

BeneHune npeponepaumoHHoe




Heo6s3aTenbHbie npoueaypbl

MpekpaTUTb KOPM/SIEHWE B COOTBETCTBUN C MUHUMAsIbHbIMU MO BPEMEHU TpeboBaHUAMN K aHECTE3UN U HAYHUTE BHYTpUBEHHO 10%
pPacTBOp /1H0OKO3bl N 3/IEKTPONIMTOB C LIENIb0 OCTAaHOBKW NNMON3a:

- 8-10 Mr/Kr/MuUH ana HOBOPOXAEHHbIX U AeTen Ao 1 roga

- 6-7 Mr/kr/munH ansa aeten ot 1 roga o 12 ner

- 5-6 Mr/Kr/MuH ans noapocTkos OT 13 net

- 4-5 Mr/Kr/MuH ons B3pocsbix

[Jo6aBuTb BHYTPUBEHHO #J1eBOKapHUTMH M3 pacyeTa 100 Mr/kr/cyTku. MakcmmanbHo 12 rpamMm anst B3poCsbix

Bce MHGY3MM JOMKHBI MPOAO/IKATLCSA B TEYEHME BCEro ONepaTUBHOIO BMellaTeNnbCTBa. MNpu ANUTENbHbIX onepauusx Heob6xoamMo
pPacCMOTPETb BOMPOC MPUMEHEHUS XXUPOBbLIX 3MYMbCUIA, PacTBOPbl 4SS NapeHTepanbHOro nutaHus (OoT 1 Ao 2 Mr/Kkr/cyTku
BHYTPUBEHHO)

BeneHune nocneonepaumoHHoe

KopmneHue nocre ornepauum B  3aBUCUMOCTU  OT MeTabonIM4yeckoro COCTOSIHMA MauueHTa C YYETOM CTaHAAPTHbIX
nocneonepaunoHHbIX BEAEHUN NALNEHTOB

MpoAo/MHKNTE CUMMATOMaTUYECKYO Tepanuio

PeweHue Bonpoca 06 oTMeHe VIHbeBMOHHOVI TEPANuUn NpUHNMaETCAa MHANBUAYaNbHO nocne cTabmnmnsaymm CoCTOSIHUSA nauneHTa

Ecnu B nocneonepaunoHHOM nepuoae pebeHok He BOCCTaHOBMUIT OBbIUYHbIA PEXMM NpUeMa NULLM UK Hayanacb pBoTa:

- NpoBepbTe rasbl KPOBW, SNEKTPOSIUTbI U aMMOHUI

- 06cyanTe HasHayeHVe NpoTMBOPBOTHLIX NpenapaToB (n3beraiTe NpUMEHEHUs METOKIONpaMmaa)

- NpojoskanTe BHYTPUBEHHbIE WHQY3UM [AeKCTPO3bl**,  #JIeBOKapPHUTUH U BHYTPUBEHHbIX JKMPOBbIX 3MYNbCUN  Ans
napeHTepanbHOro nutaHua** (1-2 rp/kr/cyTkn)

- Aob6aBbTe aMWHOKMUCIOTbI, pacTBOpbl AN NapeHTepasibHOro MUTaHUs, ecnn NpUeM MUK He Bo3o6HoBUCs, u3 pacyeta 0,5-0,8
rp/Kr/cyTku

- BbINWCbIBaliTe/NepeBoanTe TObKO Nocie cTabununsaumm MeTaboimMyeckoro CoCTosiHUS pebeHka

Hpuaoxenue A3.8. [TamsaTKa manMeHTa ¢ MeTaA00IMYECKUM 3200/ IeBAHUEM.

ITACITIOPT ITAHMEHTA C METABOJIMYECKWM 3ABOJIEBAHUEM

OUO

Jlara poxaenust

Jlnarnos: (MKB-10)

ITonuc OMC:

KOHTAKTHAS NHOOPMALIA OTHEJIEHUA/JIEHAILIET'O BPAYA:

KIIMHMYECKUE PEKOMEHIAITNUU M3 PO
https://cr.minzdrav.gov.ru/recomend/694 1

CKOPAS 1 HEOTJIOXXHA A TIOMOILb

VY manueHTa BHICOKHI PUCK Pa3BUTHUS META0OIUYECKOTO Kpr3a

Tpe6yeT051 9KCTpCHHAsA roCriuTain3anusda IIpu HaJIn4Yu1u CUMIITOMOB MeTabO0IUIECKOrO Kpu3sa

CUMIITOMbBI METABOJIMUECKOI'O KPU3A: nnutenbHbId OTKa3 OT €/bl, TOIIHOTA, PBOTA,

YIHCTCHUC CO3HAHUS, CYAOPOI'r.



ITPOTUBOITIOKA3AHUMA:

* BBenenne 0emKOBBIX pacTBOPOB (AMHHOKHUCIIOTHI, PACTBOPHI TSl TAPEHTEPATHHOTO BBEICHUS )
* JImuTenbHOE TONOMaHNe

* UICKJIFOUUTD ITPOAYKThI mscHbIe, ppiOHBIE, MOJIOYHBIE, 0000BBIE, COCBBIE U OPEXH.

» MenukaMeHTO3Has Tepamnws: mpenaparsl BanbnpoeBoit KucaoTer**

HEXEJIATEJIBHO:

Bricokue 10361 NTIOKOKOPTUKOMIOB

HEOTJIOXKHAA IUATHOCTHUKA:

OTPEJICIICHUE DJIEKTPOJIUTOB KPOBU (MCCIEIOBAHUE YPOBHS Kallusl, HaTpHs, XJIOPUJIOB B KpOBH,
WCCJIeIOBaHNWE YPOBHsS OOIIEro MarHusi B CBHIBOPOTKE KPOBH), HCCIIEOBAHHE YPOBHS TIIIOKO3BI,
MOUYEBHUHBI, KPEATUHUHA, MOJIOYHOW KUCIIOTHI B KPOBHU, ONPEACICHUE aKTUBHOCTH amMuia3bl B KPOBH,
UCCJIEIOBAaHUE KHUCIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B KPOBU, UCCIEIOBAaHUE YPOBHS Oy(epHbIX

BEIIECTB B KPOBH.
HEOTJIOXKHAA TEPAIIMA:

* DKCTPEHHOE BHYTPUBEHHOE BBEJICHHE JIEKCTPO3BI™*: HOBOpOXKACHHBIC U JeTh 10 1 roma 8-10mr/kr/
MuH, OT 1710 3mer 7-8 mr/kr/muH, oT 4 1o 6 aet 6-7 Mr/kr/muH, oT 7 10 12 et 5-6Mr/Kr/MuH, cTapiie
12net 4-5 mr/kr/muH, B3pocible — 3-4Mr/kr/MuH. [Ipy CHUKEHUH TITIOKO3bI HUXKE 2,5 MMOJIB/JT B KPOBU
HEOOXOMMO BHYTPUBEHHOE CTpyiHOE BBeneHune He MeHee 10% aexcTpo3br®™* m3 pacuera 2-3 MII/KT,
najee mepexoasaT Ha BHYTPUBEHHOE KareiabHoe BBeaeHue 10% aexkcTpo3br®™™* co ckopocThio 7-9 Mr/kr/

MHWH J0 HOpMAJIU3all YPOBH: ITTFOKO3bI B KPOBH. HpI/I HCO6XOI[I/IMOCTH I[O6aBJ'IeHI/Ie HWHCYJIMHA.

* #Jlesokapautud 100-200 Mr/Kr B CyTKM A0 HOpMaJM3allMU COCTOsSHUA. B mepuoa xpusa u octpoii

TUTNIEPAaMMOHUEMHUH J103a MOXKET ObITh yBennueHa 10 300 mr/kr/cyTku (12r MakcuMym).

* Jluera. B Teuenue 24-48 uacoB (He Oosee) NMEPEeBECTH HA NMUTAHUE MCKIIOUUTEIBHO CMECHIO
AMUHOKHUCIIOT 0€3 W30JelIMHa, METHOHWHA, TPEOHWHA W BajMHA C COXPAHEHHWEM CyTOYHOMU

KaHOpHﬁHOCTH IIUTaHU.

* OIlepaTUBHOE BMEMIATEIbCTBO/aHECTE3UsI - WHQPY3MOHHAs Tepanusd B CiIy4asX, TpeOyromux
YVIUIMHEHUWE TIepUoJa TOJIONAHUS, PACTBOPHI JEKCTPO3bl M PACTBOPHI, BIUSIOINIME HAa BOJHO-
AJIEKTPOJIMTHBIN OanaHc, BBOAATCS U3 pacdeta 8-10 Mr/Kr/MuH IS J€Te NEpBOTo roja Xu3HH, 6-7

MI/KT/MUH — 1J1s feter ot rona 10 10 net, 5-6 mr/kr/mMuH — 115 getedt crapiie 10 ieT.



Ipuioxenue b. Ajaropurmsl aJeiicTBU Bpadya

AJITOPUTM HEOHATAJBHOI0 CKPMHMHIA HA NPONMOHOBYI0 M METHJIMAJOHOBYI0 allMAYPHIO.
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Ipuwioxenue B. Unpopmanus 1/ manmeHTa

Yro Takoe MpOMMOHOBAs alluAeMHUsl/aluTypusi?

[IpomnonoBas amuaemust / amuaypusi (IIA) — penkoe HacnmeAacTBeHHOE 3a0ojeBaHue oOOMeEHa
BELIECTBA, OTHOCAIIEECS K rpymnmne opraHudeckux auumaemuil. ITA cBs3aHa ¢ HapylieHueM padoThl
(pepMeHTa, HEOOXOOUMOIO sl NMPaBUIBHOIO METa0O0JIM3Ma HEKOTOPBIX AMHHOKHCIIOT: METHOHMHA,

TPCOHMHA, BaJIMHA, HSOHGﬁHHHa, a TAKIKC XOJICCTCPpHUHA U J KUPHBIX KHCJIOT.
Kaxk gacto BCTPCHACTCA NPOIMNOHOBAs aHI/II[eMI/ISI?

[TA sBnsercs opdanHbIM (penkum) 3aboneBaHueM. YacTora cpenud HOBOPOXKIEHHBIX B CTpaHax
EBponel u CIIIA 1: 350 000. lannsix o pacnipoctpanénnoctu ITA B Poccuu Het [53].

Kaxk mposiBisieTcs mponmoHoBast a1y pus?

ITA MoxeT mNposBIATBCS B pPa3HOM BO3pacTe — OT MIiajeHyecTBa A0 Jerckoro. I[lpm stom
3a00JIeBaHMM HAKaIUIMBAIOTCS TOKCUYHBIE BELIECTBA, KOTOPbIE OKAa3bIBAIOT BO3JEHCTBUE HA KIIETKU
HEPBHOM CHCTEMBI, MODKEITYIOUYHOM JKeNe3bl U CepACYHOM MBIIIIBL. Y peOeHKa MOXKET HaOII0naThCs
CHUMIITOMBI, HAIlOMUHAIOIINE OTpaBieHUE (MHTOKCHKAIIUIO) — YacThle CPHITMBaHUS, PBOTA, OTKAa3 OT

CAbI, MbIIIICYHAs CJ'Ia6OCTI>, BAJIOCTBb, CyAOPOTI'H, ITOBBINICHHAA COHJIINBOCTD.

Haubonee omacHbBIMH A KU3HU COCTOSHUAMH, BCAYIIUMMHU IIPH OTCYTCTBHM JICUCHUA, K
HCO6paTI/IMI>IM MOCICACTBUAM BIIJIOTH A0 JIECTAJIBHOTO MCXOJa, ABIAIOTCA «MeTa0oINYeCKHue KpHU3bD». B
OTH TICPUOJbI IMOBBIMIACTCA KOHOCHTPAUIWA OPraHHUYCCKUX KHCIOT B KPOBHU, daMMOHUA, U3MCHIACTCA

KHCJIOTHO-LIEJIOYHOE COCTOSIHUE KPOBHU, HAPYILIAETCS SHEPreTUUECKUI OOMEH.

Kpu3zbl 00bIYHO MPOBOLUPYIOTCS TaKUMHU (PaKTOpaMM, KaK BUPYCHBbIE M OakTepuajbHble MH(EKIUH,
CTPECCOBBIE CUTyallud, TPAaBMbI U, XUPYPTUUECKUE BMEIIATEIbCTBA, SIMOLUOHAIbHBIE U (PU3NUECKUE
Harpy3KkH, IpHEM HEKOTOPBIX JIEKAPCTBEHHBIX IMpernapaTtoB. HEOTokKHOE JeueHre O4eHb BaXKHO, TAK

KaK CyIIECTBYET BBICOKUI PUCK HEBPOJIOTUYECKUX OCIIOKHEHHM.
Kaxk Hacnenyercs nponroHoBast anuaeMust?

ITA HacnemyroTCs 10 ayTOCOMHO-PELIECCUBHOMY THITy. DTO 3HAYUT, YTO OOJIE3Hb MPOSABISETCS TOIBKO
B TOM cClly4yae, €ciii 00a poauTeNs SIBISIFOTCS HOCUTENIAMU OOJIE3HU M, XOTA CaMU OHU HE OOJEIoT,
nepenaroT peOeHKy [Ba MOPAKEHHBIX IeHa. DBONBIIMHCTBO ceMel, e ecThb PEeOEHOK € ATUM
3a0oJeBaHNEeM, HE CTaJKMBAJIMCh paHblIe ¢ MOM0OHON mpobiemoil. PUCK MOBTOPHOTO pOXKIACHHS
OOJIBHOTO pe0EHKa B CEMbE, ITIE YKE €CTh OOJIBHBIE I€TH, COCTABIAET 25% Ha KaXKIyr0 OEpEeMEHHOCTb.

Myrtauuu B ogaoM u3 2 renoB (PCCA unu PCCB) MoryT npuBOAUTH K 3TOMY 3a00JI€BaHUIO.

BpaTI:H n CCCTPhI OOJILHOTO pe6eHKa, MOTYT OBITH 6OJII>HI>IMI/I, JaxKC €CJIM Yy HHUX Ha MOMCHT
JUAarcoCTUKM YICHOB CCMbU HC Obu10 cuMnToMOB. B JaHHOM CJIy4dac HCO6XOI[I/IMO IIPOBCCTH
JAUAarHoCTUuKy, YTOOBI KaK MOJKHO paHbIIC HA4YaTb TCpPAIIMIO MU n30eKaTh OCIOKHEHUM. Takyke OHM

MOT'YyT OBITH HOCHUTCIIIMH, KaK HUX POAUTCIIN. Yro kacaercs ApPYrux 4i€HOB CEMbH, TO WM BaXHO



COO6HII/ITI>, 4YTO OHU MOTYT OBITH HOCUTEIIIMU. EciiM HOCHTEIBECTBO MOATBCPIKACHO, TO U Y HUX CCTb

PUCK POKIACHUA pe6eHKa C JaHHBIM 3a00JICBaHUEM.

Bce cembu ¢ [TA nomxHBI 00S3aT€IBEHO TPOUTH MEIUKO-TEHETHUECKOE KOHCYJIETUPOBAHUE U MTOTYIHUTh
HOJHYI0 MH(OPMAIUIO OT Bpaya-reHETHKa O PUCKE MOBTOPHOIO MPOSBIEHUS TaHHOTO 3a00JIeBaHUS B
ceMbe, OOCYIUTh CO CIIELUAIMCTOM BCE BOIIPOCHI, CBA3aHHBIE C HacjenoBaHuWeM 3aboseBaHus. B

Poccumn MCINKO-TCHCTHYCCKHUC KOHCYJIbTAlluH pa60Ta10T B KAXKXI0OM PCTHUOHC.

C penbto MpoBeAECHMs] MPEHATAIbHOM M NPEUMIUIAHTALIMOHHON JUArHOCTHKU CYIpPYKECKOW mape
MpeIBApUTEIHHO HEOOXOAMMO MPOUTHU 00CIeOBaHKE HA HOCUTENhCTBO MyTauuii B reHax PCCA u
PCCB, oOpaTuBmmcs B CHEHUATU3UPOBAHHBIC JAHATHOCTUYECKHE JTa0OpaTopuu M METUIIMHCKHE
ueHTpsl. [IpeHaranbHas 1MarHOCTUKA MPOBOAMUTCS MOJIEKYJISIPHO-TEHETUYECKUMU METOaMHU, MyTEM
uccnenoBanust JIHK, Bbinenennoil m3 Ouonrata BOPCHMH XOpPHOHA W/WIM KJIETOK aMHUOTHYECKOMN

YKUJKOCTH W/WJIN TIJIOTHON KPOBH.
Kax ycranaBnuBaeTcsi 1uarno3 nNponuoHOBOM aruaeMun?

Ha ocHOBaHMU KJIMHUYECKUX CHUMIITOMOB Bpad MOXXET 3aloJI03pUTh TUArHO3 U OTHPABUTH IMAIIUEHTA
Ha JabopatopHoe obOcieoBanure. MeToaoM TaHAEMHONW MacC-CIEKTPOMETPUU B KPOBH OMPEICISIOT
YPOBEHb TaKUX COCIIMHEHUM KaK KapHUTHUH, AallMJIKADHUTHUHBI U AMUHOKHUCIIOTBI, C TIOMOIIBI0 METO/1a
ra3oBo XxpomMartorpauu Macc CHEKTPOMETpUEH — YpOBEHb opraHmdeckux kucior mouu. [lpu ITA
HaOmogaeTCs MOBBIMIeHUE MponuoHmIKapHuTHHA (C3), HU3KOE COoAepKaHUE CBOOOJHOTO KapHUTHHA
(C0), mosermenne cootHomeHuss C3/CO m C3/C2 B KpoBH, B MOYE TOBBIINIEHA KOHIICHTPAIIUS
MPOMUOHOBOM,  3-TUJAPOKCUNPONMOHOBOM, METHJIMAJIOHOBOM, 3-THJIPOKCU-N-BAJIEPUAHOBOM U
METHWIJTMMOHHOW ~ KWCIOT. [lammeHTaM ¢ BBIABICHHBIMM  OMOXWMHYECKHMMHU  HM3MEHCHHSIMU,
xapakrepabiMu i [IA, 1mmd moaTBepkKAEHUS AUarHo3a MPOBOASAT MOJIEKYJISPHO-TEHETHYECKOE
UCCJICIOBAaHUE C IIEIbI0 BBISBJICHUS MYTAIlMi B IeHax, OTBETCTBEHHBIX 3a IIA. OOBIUHO ISl 3TOTO

MPUMEHSIOT UCCJIEIOBAHUE C MIOMOIIBIO TAPTETHBIX TEHETUYECKUX TTAHEIICH.
Kax nedar nmanieHTOB ¢ MPOMMUOHOBOM alluIeMHUE?

OcHoBHBIMH MeTOnamu JiedeHus [l sABmsercs auerorepanmusi W HAa3HAUCHUE CIEIUATBHBIX
JIeKapCTBEHHBIX IPENapaToB, KOTOPbIE MO3BOJSIOT CHU3UTH BIMSHHE TOKCHYHBIX META0OJUTOB Ha
OpraHu3M U IMO3BOJISIIOT UM JIETYe BBIBOJUTCS ¢ MOUOH. Jluerorepanusi 3aKirouaeTcs B OrpaHUYEHUU
MOCTYIJIEHUsT Oelka W TeX AaMHUHOKHUCIOT, MeTabonu3M KOTOphIX HapylieH. (Co3naHsbl
CIeIMaIN3MPOBAHHbBIC JIeueOHbIE CMECH JIsl TUTAHUS JIETEH pa3HOTo Bo3pacTa. Bpau-reHeTuk u Bpau-
JMETOJIOT MOMOTYT PAacCUMTATh AHMETY, MPABUIBLHO BBOIUTH MPUKOPM U HAydaT OCHOBHBIM MpaBUiIaM
nuetorepanuu. KpaitHe BaXkHO cOOI0ATh BCe pEeKOMEHAAIMK Bpadeil, 4ToObl MaKCHMaJIbHO M30eXKaTh

pPa3sBUTHA MeTaboINIeCKUX KPpHU30B.
Kaxk neuar MMaguCHTOB B IICPUO METa00IUIECKOrO KpI/ISa?

CrnenyeTr BpeMEHHO MPEKpaTuTh NMoTpedneHue oenka (Ha 24—48 dacoB). [IoMHOCTBIO OTMEHUTH OEI0K
HEBO3MO)KHO, TaK KaK OpraHW3M HYXKJAaeTcs B MOCTYIUICHMH Oelika M, €CJIM ero OyJIeT MOCTymarb

HEJ0CTaTOYHO, AKTUBUPYIOTCS MPOIIECCHI KaTaboIu3Ma.



JloMa mpu mepBBIX MpHU3HAKax 3a001eBaHusl, 0COOCHHO KOT/Ia y peOeHKa CHIDKEH alMeTuT (Harmpumep,
IpU TPOCTY/AE, TPHUIIIONOAO0HBIX CHUMIITOMAaX, BHUPYCHBIX HWH(MEKIHUIX, JIOObIX 3a00JICBaHUSX,
COTPSDKEHHBIX ¢ TemrepaTrypoil >37 °C, TOH3WUIUTE, TaCTPOIHTEPUTE) CIEAYET HauaTh TEPANUIo 1O
MPEIOTBPAIICHUIO Pa3BUTUA Kpu3a. Eciu ponutenu He yBepeHBI B MOSBICHUU Yy PEOCHKA MEPBBIX
PU3HAKOB MPHUOIMKAIONIETOCs 3a00aeBaHus (OJI€THOCTh, COHIIMBOCTD, PA3APAXKUTEIBHOCTD, TIOTEPS
anmneTuTa, JIMXopaJiKka, TOJIOBHAs 00Jb, JJOMOTa M 00111ast 00JIb, KaIleyb, 00Jb B TOpJIe WU yIIax), TO B
Ka4eCTBE MEphI MPETOCTOPOKHOCTH PEOCHKY CleAyeT JaTh BBIMUTH PACTBOP IVIIOKO3bI OJUH pa3
(tTabmuma 1) [24]. CambIMH paHHUMHU MPU3HAKAMH OOBIYHO SIBJISIOTCS HE3HAYMTEIbHBIC U3MCHEHHUS B
MOBEJICHUHU, KOTOPhIE OOBIYHO JIETKO 3aMeYaroT pojautenu. Eciu peOeHOK OTHOCUTENBHO 3/I0POB U Y
HEro HET PBOTHL, a TOJBKO CIA00OCTh W HEOONbINAss COHJIMBOCTH MOXHO IOUTh €ro 4epe3 poT
PacTBOPOM TMOJIMMEPA TIIIOKO3bl YaCTHIMU JIPOOHBIMHU mopuusmu (Tabnuua 1) [24]. Tounsiit penent/
KOHIIEHTpalMs MOJUMepa IIIOKO3bl, PEKOMEHJOBAHHBIN ISl KaXKJI0TO PEOCHKA, OTIMYAETCS, HYXKHO
y3HaTh y JIeHalllero Bpauya YTO UMEHHO MOAXOAUT BalieMy peOeHKy. HekoTopbIM JeTsiM He HpaBUTCSA
BKYC MOJTUMEpA IIIOKO3bI, U OHM MPEANOYUTAIOT HATUTKU, KOTOPBIE MPOJAIOTCA B CylepMapKeTax, HO
KOHIICHTPAIIUM YITICBOJOB B TaKUX HAMUTKax Hroke. [lokymaemple HAamUTKH HY)XHO MPUMEHSTH C
OCTOPOXXHOCTBI0. HM3KOKamopuitHple HANMUTKUA, HAUTKU Oe3 J00aBlieHHs] caxapa colepxk aT O4YeHb

MaJIo UK BOBCC HC COACPIKAT YITICBOAOB, IIOOTOMY UX HC CICAYCT MCIIOJIb30BATh.

C nosBiIeHHEM IEPBBIX IIPHU3HAKOB M€ETa00INIECKOTrO Kpu3a, HC JOXKNOAACH IpUXoda Bpada, CICAYCT

YBEJIMUYUTH O3y MEpopaIbHOro (depes pot) #neBokapuutruna 10 200 Mr/Kr/cyTku.

Tabmuua 1. O6beM KUIKOCTH NPHU Pa3BUTHH MeTa00IMYECKOr0 Kpu3a

I(ng%am zoexc-rposa** 061beM >xuakocTn (M) B IeHb Yepes poT

0-1 10 120 - 150 mn/kr

1-2 15 120 mn/kr

2-9 20 Mpn Bece mo 10 kr - 100 mn/kr, 11-20 kr - Ha nepBble AecsATb kunorpamm 100 mn/kr, Ha
cneaywouwme gecatb knnorpamm 50 mn/kr, npu Bece 6onee 20 Kr - Ha nepsble AeCATb KMNOrpamMm
100 mn/kr, Ha cneaywwme gecatb kunorpamm 50 mn/kr, nocne 30 kr - 25 mn/kr

Crapuwe 25 Mpn Bece go 10 kr - 100 mn/kr, 11-20 kr - Ha nepBble AecsATb kunorpamm 100 MA/Kr, Ha

10 cnepywowme gecatb kunorpamm 50 mn/kr, npu Bece 6onee 20 Kr - Ha nepsble AeCATb KUAOrpamm
100 mn/kr, Ha cneaywowme gecatb kunorpamm 50 mn/kr, nocne 30 kr - 25 mn/kr

3areM B TeueHHE 1—2 4acOB HYXKHO PETYISAPHO OIEHNWBATH KIIMHUYECKOE COCTOSIHIE peOCHKA.

Ecnu y pe6eHKa IMOCTOsIHHAasA pPBOTAa MW €My HC CTAHOBUTCA Jy4dlIC, pPOAUTCIIAM CICOYCT

He3aMeJTUTEIFHO OOPaTUThCS B OONBHUILY I 0OCIICIOBAHMS.

Bpaan CKOpOﬁ IIOMOIIHN HeO6XOI[I/IMO Iepeaarb BBIIIHUCKY € 3aKJIKOYCHHUEM N PCKOMCHOALIMAMMU Bpada

0 Tepanuu B NEPUO METAOOIMUECKOTO KpU3a.

PonmuTensim HY>KHO B35Th C c000# B OONBHUILY BCIO HH(POPMAIHMIO 00 MCIOIB30BaHHBIX PACTBOpAX U

JKCJIATCIIbBHO CaMU paCTBOPHI.

Kakoii Hy?KHO IPOBOAUTH MOHUTOPHUHT JI NANEHTOB?



HeobxomuM MyabTHIMCUUIIITMHAPHBIA TIOAXOJ K HAONIONEHUI0O W JICYCHHIO ManueHtoB ¢ [IA
CHeUaIiCTaMu pa3HbIX Mpoduiiel ¢ Heablo 00ecreueHrs KOMIUIEKCHON Tepanuu U CBOEBPEMEHHOM
e€ Koppekuuu npu Heooxoaumoctu. st manuentoB ¢ [TA HeoOxonuMel perymisipabie oOcaenoBanus. B
TabNuIle MPUBEJEH MPUMEPHBINA MEPEUCHb U PETYISIPHOCTh MCCIENOBAHUN, HO B KaXJIOM CIydae BbI

JOJIDKHBI COTJIaCOBBIBATH I1JIaH O6CJ'I€I[OBaHI/I}I CO CBOHMM JICHAIIIUM BpavoOM.

UccnepoBaHue

UHTepBan

Koppekuusi  guetotepanuu  (NpoBoAST
Bpaun-reHeTuKM unmn Bpaun-aneTosioru)

1 p/mec Ha 1 roay xwu3Hu, ganee 1 p/3 Mec n no nokasaHusam 4o 3 net; 1 p 6 Mec
nocne 3 net

KpoBW 0bLeTepaneBTUYECKOrO

ynbTpasBykoBoe  uccrefoBaHue  (Y3U) 1 pa3 B rog

OpraHoB OpHOLLHOM MOA0CTH

nposefeHne anekTpoaHuedanorpadum 1 pas B rog

(23n)

npoBeaeHne  6GMOXMMMYECKOro aHanusa He pexe 1 pasa B rog OnpeaeneHve akTMBHOCTU NMMNasbl B CbIBOPOTKE KPOBMU,

OnpepeneHne akTMBHOCTU NMaHKpeaTU4YeCcKom ammnasbl B KpOBM — He pexe 1 pasa
B 6 MecC

O6wmnii (KNMHUYECKN) aHanm3 KpoBMm

He pexe 1 pasa B rog

onpeaeneHune YPOBHSI cB060AHOMO
KapHUTUHA, aMWHOKWC/IOT, OpraHUYecKmx
KMUCAO0T MO4Yn

Kaxable 3-6 MecsiLueB B CTabWJIbHOM COCTOSIHUMN
B nepuoj MHMEKUMOHHbIX 3aboneBaHunii, MeTabonnMyeckoro Kpnsa He pexe 1 pasa
B 7-10 gHen

Kapanonornyeckoe ob6cneposaHne (OKT,

B MoMeHT anarHoctuku 3abonesaHus, nasnee 1 pas B roa

3X0-Kr)

Kak nanueHTsl mosy4yawr jJgedyenne B Poccuniickoit @enepanuun?

ITA oTHOCHUTCS K YHCIy PEAKUX HACJIEICTBEHHBIX Ooyie3HEH OOMeHa BEIIECTB M BXOAUT B MEPEUCHb
penkux (opdaHHbIX) 3a00J€BaHMIA, J€UCHHE KOTOPBHIX MPOBOJUTCS 3a CYET CPENICTB PErHOHAIBLHOIO
oromxera. Ilocine ycraHoBieHHe auarHo3a HEOOXOJUMO BKJIIOUEHHE MalleHTa B PErHOHAIbHBIN
CErMEHT pErucTpa IO JKU3HEYTPOXKAIOMIMM peakuM (oppaHHBIM) 3a00J€BaHUAM, C LEJBIO
JanbHEHIIero ooecrnedeHuss He0OXOUMBIM JICYCOHBIM MMUTAHUEM M JICKAPCTBEHHBIMU Mpemnaparamu. B
Pa3HBIX PErMOHAX 3a BEJICHHUE PErucTpa OTBEYAIOT Pa3HbIE CIEHMAIMCTBI, HO Yalle BCEro 3TO BpadH-
FEHETUKH, IIOATOMY IIOCJIE YCTAaHOBJIEHUS JIHArHO3a

00s13aTeIbHO  HYXHO OOpaTutbes K

pPErHOHATBHOMY Bpady F€HETHUKY.
Kak moryT momorarb poaHbie U 01M3Kue?

He 3a0pIBaiiTe — OT cCeMbU TaKXke 3aBUCHUT ycrex jeueHus. HyxHo cobmoaarh peKoMeHIau, HU TIPH

KaKuX YCJIOBHAX HE JOIYCKATb «CPBIBOB» B JUCTOTCPAIIMH, CJICAYCT VYACIKITH BHHMAHUC
p€a6I/IJ'II/ITaI_II/II/I N IIJIaHOBBIM O6CJIGI[OBaHI/IﬂM. Bce uynenbl cembu JOJI2KHBI 3HAaTb, 4YTO pe6eH0K

HYXIACTCA B 0Cc00OM MUTAHUH U OJIM3KHE POACTBCHHUKH JOJIKHBI OCBOUTDH HABBIKHU pacucTa AUCTLI.

POIII/ITCJ'II/I mangucHTa C HA, a B I[aJ'IBHeﬁI.HeM N CaM IMalMCHT JOJI?’KHBI OBITH O6Y'—I€HI:>I IIpaBUIaM

OpraHu3alliy TePauy B MEKIPUCTYTHBINA IEPUOA U B IEPUOJ] YTPO3bl META0OINYECKOTO KPH3a.

v pe6eHKa Inpun cebe BCCIrla JOJDKHA HAXOAUTHCA MaMsTKAa € YKA3aHUCM HCOTIIOKHBIX MepOHpI/I}ITI/Iﬁ B

Neprol HaYMHaromerocs Merabonudeckoro kpuza (Ilpmnoxenue A3.8).



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, MIPUBEJACHHbIC B KIUHUYCCKUX
pPeKoOMeHIalusAX

He npumenumo.



