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Cnucok cokpaweHumn

JIHK — ne30kcupruOOHYKIEHHOBAsI KUCIOTA

KT — xommbroTepHas Tomorpadust

KIIC — KUCTOTHO-IIETIOYHOE COCTOSHUE

MPT — marauTHO-pe30HaHCHAas TOMOTpadust
TMC — meToa TaHAEMHON MacC-CIEKTPOMETPUH
CIUIIT — cnenuanu3upoBaHHOE JICUCOHOE MUTAHKE
MMA — MeTHUIMAJIOHOBAs AlMICMHUsI/AIUayPHs
V3U — ynbTpa3zByKOBOE UCCIIECIOBAHUE

P — menounas docdaraza

OKI' — anekTpokapauorpadus

Ox0KI" — axokapauorpadus

O30T — anexTposHIedanorpadus

TepMUHbI N onpeaeneHus

I'eMonanu3 — METO/1 BHETIOUEYHOTO OUYUILIEHHUSI KPOBU, BO BpeMsl KOTOPOTO MPOUCXOAUT yaJIeHUE
U3 OpraHu3Ma TOKCHYECKMX MPOJYKTOB OOMEHa BEUIECTB, HOpMAlM3allis HapyUIeHUH BOIHOTO U
3JIEKTPOJIMTHOrO OaJlaHCOB, HPHU 3TOM OYMILEHME KPOBH OCYILECTBIIAETCS 4Yepe3 HMCKYCCTBEHHYIO
MeMOpaHy ¢ IpUMEHEHHEM amrnapara "MCKycCTBEHHasl oyka'.

MeTtaboanueckuii Kpu3 — KPUTHYECKOE, YTpo’Karollee >KM3HHM COCTOSIHWE, CIIPOBOIMPOBAHHOE
HeOIaronpusATHBIMU (akTopaMu, 0OyCIaBIUBAIOIINMHU YCUIIEHUE POLECCOB KIETOYHOro KaTadoau3ma ¢
HAKOIJICHMEM TOKCHUYHBIX MeETa0OJUTOB M MPOSBIAIOIIEECS OCTPO BO3HMKIIECH »sHuedanonaruei,
IIPUCTYIIaMH PBOTHI, CYAOPOTaMHu.

IlepuTtoHEanbHbI IUANIW3 — METOJ BHENOYEYHOIO OYMILEHUS KPOBH, BO BpEMSA KOTOPOTO
MPOUCXOJUT YJAAJEHHWE M3 OpraHu3Ma TOKCHUYECKHMX MPOAYKTOB OOMEHa BEILIECTB, HOpPMaU3alus
HapyLEHUH BOJHOTO U 3JIEKTPOJMTHOIO OalaHCOB, IIPU TOM OUMILEHUE KPOBU MPOU3BOJIUTCS 3a CUET
CMEHbI CHelUaIbHBIX PAacTBOPOB B OPIOLIHON IMOJIOCTH, @ B KayecTBE MEMOpaHbl BBICTYIAeT OprOIIMHA
MalyUeHTa.
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HeonaranpHplil CKpUHUHT — MEIMLMHCKAs JUArHOCTUYECKAass TEXHOJIOTHS  CIUIOLIHOTO
0e3BBIOOPOYHOTO JTaOOPaTOPHOTO OOCIIEOBAaHKS BCEX HOBOPOXKICHHBIX HA HEKOTOpBIC 3a00JICBaHUSA,
Mpu3BaHHas 00ECIEYUTh CBOEBPEMEHHOE BBISBICHUE M HAuajo JICYCHHUS OOJIbHBIX JETEH C IEJbIo
MPEAOTBPALLECHUS UX UHBAIUAN3ALIUH.

1. KpaTtkaa nHdopmaums no 3aboneBaHUIO UMM COCTOAAHUIO (rpynnbl 3aboneBaHnn
WUIN COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHun wunu
COCTOSIHUN)

MetuiManoHoBas auuaeMus (auugypusl) — F€HETUYECKH T'eTepOreHHasl rpylnna Haclle[CTBEHHbBIX
OpraHMYECKUX alUAYPUN, CBA3aHHBIX C HapylleHHeM oOMeHa METHJIMAJIOHOBOW KUCJIOTHI M KoOallaMuHa
(ButamuuHa B12), compoBoskjaromiyiecss HapylleHHEeM MeTa0ojJu3Ma psiia aMMHOKUCIOT (M30JIEHUIIMH,
BaJIMH, TPEOHUH, METUOHHH ), ’KUPHBIX KUCJIOT C HEYETHBIM YHCIIOM aTOMOB YIJIepoJa U XOJEeCTeprHa.

1.2. dTmonorusa n nartoreHes 3aboneBaHUsi UNN COCTOSAAHUA (rpynnbl 3ab6oneBaHun
WUIIN COCTOSIHUN)

Knaccuueckast ¢opma 3aboneBanus 0O0ycioBieHa nedUIUTOM MeTUMamoHWI-KOA wmyTassl,
BCIICJICTBUE TAaTOTeHHBIX BapuantoB B TeHe MUT. I'en kaptupoBan Ha 6p2l. 3aboneBanue
XapakTepu3yercsi ToJHBIM (mut0) v 4acTUIHBIM (Mmut-) OTCYTCTBHEM aKTHBHOCTH (epMmeHTa. JlanHas
(dhopma, Kak MpaBUIIO, SIBJISIETCS PE3UCTEHTHOH K Tepanuu BUTaMUHOM B12.

Omucanbl  ¢popmel MMA, comnpoBokaalomuecss HapylmieHHneM Metaboiau3ma BuTamMuHa Bl12:
METUJIMAJIOHOBAsl amujeMusi, OOYCIIOBIICHHasl HapylieHueM oOMeHa ajJeHO3MHKoOasamuHa cblA
BCIIeZICTBUE BapuaHTOB B TeHe MMAA (4q31.1-q31.2), meTtunmaioHoBas amuieMusi, oOycIoBICHHAs
HapylieHrueM oOMeHa aJeHo3MHKoOalamuHa cblB BciencTBue maroreHHsIX BapuaHToB B rene MMAB
(12924) — ykazanHbie (OPMBI SBJISIOTCS YYBCTBHUTEIBHBIMH K TEpanmud BUTaMHHOM B2, wu
METUJIMAJIOHOBasl auujeMusi, o0ycioBieHHas nepuuuToM MeTuiManoHmi-KoA snumepasbl, BCleICTBUE
naroreHHbIXx BapuanTtoB B reHe MCEE (2p13.3), npu koTtopoi KoHIeHTpanus BuTaMuHa B12 B mma3zme
HaxXOJUTCsS B Mpeiesiax HOpMalbHbIX BenuuyuH. KpaifHe penxo BcTpedaercss opma METHIMaIOHOBOM
alaypuH, CBA3aHHAsl ¢ HEAOCTATOYHOCTHIO PEIenTopa TpaHCKOOalaMUHa U MaTOre€HHBIMU BapuaHTaMHu
rena CD320, koTopeiii kapTupoBaHn Ha 19p13.2.

MeTuiManoHoBas auuAypusi ¢ TOMOLMCTHHYpUel BkmodaeT Tpu (opmbl 3aboneBanusi: cblF,
oOycnosienHnas Bapuantamu rena LMBRD, dopma cblD — Bapuantamu rena MMADHC, dopma cblC —
Bapuantamu rena MMACHC.

Tun nacnenoBanus MMA mpu BceX T€HETUYECKUX BapUAHTaX — ayTOCOMHO-PEIIECCUBHBIN.

[TaTorenes 3aboyeBaHus CBS3aH C HAKOIUICHHEM IPOU3BOJIHBIX METHJIMAJIOHOBOW M MPOMHOHOBOM
KHCTIOT BCJIEJCTBUE OJIOKUPOBaHUS OOMEHa Ha ypoBHeE nepexojia MeTuiaManoHuin-KoA B cykunnun-KoA.
[IpeniecTBeHHUKAMU MTPOMTMOHATOB B OPraHU3Me CIIY)KaT aMUHOKHUCIIOTHI U30JICUIINH, BAIMH, TPEOHUH U
MetuoHuH (50% 001Iero Koau4ecTBa MPOMUOHATOB), KUPHBIE KUCIOTHI C HEYETHBIM YHCIOM aTOMOB
yriaepoaa u xonectepuH (25%); ocraabHas 4acTh MPOMHOHATOB 00pa3yeTcs B KHUILIEYHHUKE B pe3ylibTare
NEeSITeNbHOCTH  DHAOTeHHOW  ¢uopbl.  HakomneHue  OpraHMYecKUX  KUCIOT  (TPOMHOHOBOWM,
METUJIMAIOHOBOHM, METHWJUTMMOHHON U Jp.) BEOET K TSHKEIOMY MeTab0IMYecKOMYy KeTOaluao3y,
BTOPUYHOM TUNIEPAMMOHUEMHH, TUTIEPTIIMIIMHEMUH, TUIIOTTIMKeMUU. [1OBBIIIIEHHBI YPOBEHb B KPOBU U
BBICOKAs MOYEYHAs SKCKPELHs TPONMHMOHUIKAPHUTHHA 00YCIOBIMBAIOT UCTOIIEHUE 3al1acOB KapHUTHHA U
ero BropuuHbiit gegunut. Cxema MeTabOINIEeCKUX HapyIIeHUH, HAOIIOAAOIIMXCS TP METUIMAIOHOBOM
aluJeMuH, IpeICcTaBlieHa B npuiiokenuu A3.1

Taxke BBIICNAIOT COCTOSIHUS, CBSI3aHHBIE C MUETAPHBIM AePHUIIMTOM BUTaMuHa B12, mpu KOTOpPBIX
TaKXKE MOXET HAONI0JaThCsl MOBBINICHWE METWIMAIOHOBOW KHCIOTHI B KPOBH M MOYE, a Takke
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NPONMOHWIKAPHUTHHA B MATHAX BbICYIIEHHOW KpoBH. [Ipm stom npedunur ButammHa Bl12 y marepu
MOXXET NPUBOAUTH K OHOXMMHYECKMM HAPYIICHHSIM Yy HOBOPOXXICHHBIX H OBITh NPUYHMHON
IIOJIOKUTEIIBHBIX PE3YJIBTATOB IIPU IIPOBEACHUM HEOHATAIBHOTO CKPUHUHTA.

1.3. dnupemmonorua 3aboneBaHMA UMM COCTOAHUA (rpynnbl 3aboneBaHUn wUnNu
COCTOSIHUN)

3aboneBaHre BCTPEYACTCS B PA3IMUYHBIX MOMYISAIUAX. YacToTa cpe HOBOPOXKAECHHBIX B CTPaHAX
EBponsr  1:48000-1:61000; monoBuHa cioy4aeB mnpenctaBieHa Bl2-pesuctentHsiMu ¢opmamu. B
Poccuiickoit ®epepanuu dYactoTra 3a0o0JieBaHMS HAa OCHOBAaHUM PE3YJIBTATOB  PACIIMPEHHOTO
HEOHaTaJbHOTO CKpuHUHTA 3a iepro1 2023 r. coctaBmia 1:95000 KUBBIX HOBOPOKIEHHBIX.

1.4. OcobGeHHOCTU KoauMpoBaHMA 3aboneBaHMA WU COCTOSAAHMA  (rpynnbl
3aboneBaHun unu coctosiHMn) no MexagyHapooHOM CTaTUCTUYECKOM Knaccudukaumm
6ones3Hen n npobnem, cBA3aHHbLIX CO 340POBLEM

MKB-10: xnacc IV (0osie3HM SHAOKPUHHON CHCTEMBI, PACCTPONCTBA MUTAHUS U HAPYILIEHU I OOMeHa
BemecTB), E71.1 — npyrue Buabpl HapyeHH oOMeHa aMUHOKHUCIIOT C pa3BETBIEHHOM LEMBIO.

MKB-11: 5C50.E0

OMIM: 251000

ORPHAcode: 27

1.5. Knaccucdmkauma 3aboneBaHUs UMM COCTOSAAHUA (rpynnbl 3aboneBaHUnM wunu
COCTOSIHUN)

Brigensator uzonupoBannyto MMA 1 MMA B codyetanuu ¢ romounuctuHypuei. M3ommpoBaHHas
MMA mnonpaznensiercsi Ha Bl2-pesuctentayro (okoso 1/2 cnygaeB) u Bl2-3aBucumyro ¢Gopmbl
METWJIMAJIOHOBOW  anuaypuu. Bl2-pesuctentHas  ¢opma  xapakTepusyercss  Oojee  paHHEH
MaHu(ecTaleil M TSHKEIbIM  BOJTHOOOpPa3HbIM M KPU30BBIM TEYEHHEM OCOOEHHO BO BpeMs
MHTEPKYPPEHTHBIX UHPEKIUN U CTPECCOBBIX COCTOSHUM.

[To cpokaMm mosiBIIeHUs MEPBBIX MPU3HAKOB OOJIE3HU PA3IMYalOT HEOHATAIbHYIO, MIIAJICHUECKYIO U
MO3JTHIOI0 (DOPMBI.

1.6. KnuHnyeckas KapTMHa 3aboneBaHUA UM COCTOAHUSA (rpynnbl 3aboneBaHun Unu
COCTOSIHUN)

Knuanueckne cumnrombl MMA HecriennuvHbI, 3a00JI€BaHUE MOXET MaHU(ECTUPOBATH B JIFOOOM
BO3pacTe, Kak C OCTPO BO3HHKIIEH CHUMITOMAaTHKH, TaK W B BHJE HCIOJBOJb IPOTEKAIOIIETO
XpoHuueckoro 3aboneBanus (Taou. 1).

Tabnuua 1.

Octpslit 1e610T 3200JI€BaHUS XpoHuueckas MaHudecTanus 3a00JeBaHus
Mertabonunueckuii anuno3 ¢ aeguuutoM | HemoctossHHOCTH XapaKTepHBIX KIIMHUYECKUX
OCHOBaHMH, HEOHATAJbHbBIN CeTICUC, | CHMIITOMOB CM. HUXKE.

HapyleHue TEPMOPETyJISALHIH,

pecrupaTopHbIi JHcTpecc CHHJIPOM,

TUIEePBEHTUISIINS

HepBHas cucrema

VYrHeTeHus CO3HaHHMA OT  MOBBIIICHHOH | MbIlIeYHas TUIIOTOHUS

COHJIMBOCTH JIO KOMBI 3aJiepKKa MHTEIJICKTYaJIbHOTO Pa3BUTHS
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ONuIenTUYECKue IPUCTYIIbI AKCTpaNHupaMHIHbIe HAPYIICHUS/TUCTOHUS
WHCcynbTono100HbIE STTH30/1bI ONUIenTUYECKUE IPUCTYIIbI
ATpodust 3pUTEIbHBIX HEPBOB
[Icuxuarpuueckue HapyLICHUS (rajutrolMHALNY,
TICUXO03bI)
KKT napymenus
PBorta, HapylieHre BCKapMIUBaHUs IToBTOpHAs PBOTA, COIIPOBOKAAIOMIASAC KETOALNUI030M

Hapymenue numieBoro noseaeHus (aHOpeKcHs)
3anepikka (pU3MIECKOTO Pa3BUTHSA
XPpOHUYECKHUE 3a0PBI

[Tankpearur

['emaTosiornyeckue HapymeHus
Heitponenus, maHIuTONEHUs Heittponenus, maHuTONEHUS
Bropuunsriit remodaromurapusiii cuaapom (PAP penxo)

CepaedHo-cOoCyIuCTasl CUCTEMA

Ocrtpas cepAeyHast HegocTaTouHOCTh | KapanomuonaTus
(mpeuMyiIeCTBEHHO Ha ¢done | Yanunenune uareppaia QT na OKI'.
KapAMOMHUOTIATHH )

Aput™Mun

[Toukn

|Xp0Hquc1<a${ noyceyHass HEAOCTAaTOYHOCTh

Knaccuueckass neonaranpHas Gopma MMA 0ObIYHO HAuYMHAETCS Ha TEPBOM HENEIEe KU3HH C
BO3HUKHOBEHHUSI OCTPON META0OJIMUYECKOW IEKOMITCHCAIMM B BUJC TOSBICHUS HEYKPOTUMOW PBOTHI,
00€3BOKMBAHUS, OTPUIIATEILHON BECOBOW KpHBOM, KoJieOaHWUN TeMmIepaTypbl, HEBPOJOTHUUECKUX
HApYIIEHWH — MBIIMIEYHONH THIIOTOHUH/TUTICPTOHUH, TOBBIIICHHOW BO30YIUMOCTH, SIHJICTITUYCCKUX
MPUCTYIOB, MPOTPECCUPYIONIECH COHJIMBOCTH BIUIOTH J0 KOMBL MHOTIAa B HEOHATATFHOM IEPHO/E Yy
MalMeHTOB C 4YacTUYHBIM aeduiutom cblA, wim cblB kIuHUYECKHE CUMITOMBI MaHH(PECTHPYIOT
W30JIMPOBAaHHBIM  TIOYCYHO-TYOYJISIDHBIM  QIlMJIO30M  WJIM  Pa3BUTHEM  XPOHUYECKOW  IOYCYHOUH
HegocTatouHocTH [6, 9].

[Ipu 1mabGopaTopHOM HCCIICOBAHUHM BBISBISICTCS BBIPAKCHHBIM META0OJIMYCCKHIA — aluo3,
THIIEPKETOHEMUSI, TUTICPAMMOHUEMHUS, WHOT/Ia TPAH3UTOPHBIC HAPYIICHUS B BHUJE TPOMOOIMTOIICHHUH,
HEHTPOIIEHUH, aHEMHUHU.

Hecmotpst Ha paHHIOIO OuarHOCTHKY MMA M CBOEBpEMEHHOE Ha3HAuCHHE MATOTCHETHYECKOTO
JICUCHHS] COXPAHSETCS BBICOKHI PHUCK JIETAJIBHOTO HCXOJa BO BpeMs MeTabOJIMYeCKOTO Kpu3a B
HeoHaTanbHOM Bo3pacte (okouo 40%) [1, 10].

IIpu wmutanenyeckoid (MHpaHTHIBHOK) (opMe 3aboJieBaHHE TPOSBISCTCS METa00JIUYECCKUMHU
KpH3aMH, KOTOPbIC IPOBOIMPYIOTCS TMPHEMOM OOJIBIIOTO KoimuyecTBa OenkoBod mwmnm, OPBU,
KUAIICYHBIMUA UHOEKIUSAME U OPYyruMH (HaKTOpaMu, aKTUBUPYIOIIMMHU MPOLIECCHl Katabom3ma. PaHHUME
MPHU3HAKAMU METa0O0JIUYECKOTO KpU3a SBIISIFOTCS BSUIOCTh, COHJIMBOCTD WIIH Pa3IPaKUTEILHOCTh, OTKA3 OT
enpl, pBoTa. HeBponoruueckue pacCcTpoHCTBA MPOTPECCUPYIOT BIUIOTH 0 COTIOpPA UM KOMBI, KOTOPBIE
MOTYT MPHUBECTH K JIETAIBHOMY HUCXOAy. TsDKECTh COCTOSHUS, TJIaBHBIM OOpa3oM, OIMpeAemnseTcs
BBIPKEHHBIM META0OINYECKIM KETOAIHUI030M, THTIEpaMMOHUEMHEH, B PAJIE CIIy4aeB — TUIIOTIUKEMUEH.
[To nanHBIM JHUTEpaTYphl, Y OONBIIMHCTBA MamMeHTOB ¢ MMA BbIsBIsieTCS 3a7epkKa (PU3NYECKOTO U
MICUXOMOTOPHOTO  Pa3BUTHs, YacTbIMH MposiBIeHUsMH MMA  SBASIOTCS  DKCTpanmupamuIHas
CUMITOMAaTHKa (Xopes, TpeMop, THUKW, Oamiu3M W J1p.), HHCYJIBTOMOJOOHBIE  AMH30/IBI.
WuTennexkryanbHble HApYIICHUs, B OONBIIMHCTBE CIy4aeB, HAOMIOAIOTCS MPHU TsHKeIbIX popmax MMA.
PerpocnekTBHO MOKa3aHO, YTO BBHIPAKEHHBIE HEBPOJIOTUYECKUE paccTpoiicTBa U cHIkeHue [Q Himke 80
y nanueHToB ¢ mut O BeisBisiroTcs B 50% ciydaes, npu HepoctaTouHocTH cblA/cblB — B 25% [1]. V 50%
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JeTel pa3BUBACTCS SMIJICHTHYECKHI CHHIPOM: TOHMKO-KJIOHHYECKUE CYIOPOTH, a0CaHChI, MUOKIIOHHH.
Y 20-30% mnamuenToB HaOMOAAeTCS IWIATAIIMOHHAS WIM THIEpTpoduyeckas KapIdOMHOIATHS,
HapyIICHUsT puTMa cepAamna — yumHeHHbIH uaTepBan QT. Taxke onucan OCTphIN MaHKpeaTUT, aTpodus
3pUTENBHBIX HEPBOB, 3PUTEMATO3HEIH gepMaTuT. Jletn gacto 6oneror OPBU, kumeyHbiMu vHGEKIUIMA

[1].

Mo3aHasa (nogpocTkoBas u B3pocnas) oopma

Y manueHTOB CTapIIero BO3pacTa pa3BUBACTCS MHKporedanus, yMCTBEHHAas OTCTaJOCTh,
CHUMIITOMATUYECKas SIIICHCHS, PE3UCTEHTHAas K TMPOBOJMMON (apMakoTepanuu, CIIaCTHYECKHI
TeTpanapes, dKCTpanupaMuHble HapylleHHus. Bo3MOXHO pa3BUTHE BHYTPUUEPEIHBIX KPOBOU3IUSIHHUN
[1]. ¥V HexoTOphIX MAIMEHTOB HEBPOJIOTUYECKHE HAPYIICHHs MPOrPEecCUpyroT ¢ Bo3pactom [7]. B
JUTepaType HMMEIOTCS omnucaHus mnauueHToB ¢ MMA, y KOTOpBIX HEBPOJIOTMUYECKHE HapyIIEHUs
BO3HMKAJIU B MOJAPOCTKOBOM BO3pAcTe B BUJIE IPOTPECCUPYIONINX IMIEPKUHE30B B HUKHUX KOHEYHOCTSIX
U MHUOKJIOHMM JIMIIEBOW MYCKYJIaTypbl, IPM 3TOM KOTHUTHBHBIE HapyIIeHHs] He HaOmomanuchk. Y psana
MAIMEHTOB OTMEYAETCs MPOrPECCUPYIOIIEe CHUKEHUE 3PEHMsI BIUIOTH JIO0 CJIEHNOTHL. Y HEKOTOPBIX
MAIMEHTOB OTMEYAeTCs T'elaToMeraius Ipu HOPMaJIbHOM YPOBHE NEYEHOUHBIX (DEPMEHTOB, BO3MOXKHO
pa3BUTHE OCTPOTO TEMOPPArMYECKOTO IMaHKPEaTHTa y B3POCIBIX, 0coOOeHHO mpu Bl2-pe3ucreHTHOM
¢dopme. merotes coobiieHns 0 HapylIeHnH QYHKUIUN MOYeK MO THITY MOYEYHOTo TYOYJISIPHOTO alua03a
C TOBBIIIEHUEM YPOBHS MOYEBOW KHUCIOTBHI, YTO HEPEAKO NPUBOAUT K PA3BUTHUIO ypaTHOU
IrcMeTabosInyeckol HepomaTuu U MOYEYHOUW HEAOCTAaTOYHOCTU. TyOylnOMHTEepCTULHAIbHBIA HeppUT
ObUT TakXKe OMUCaH y MAlUEHTOB C JaHHBIM 3a0oyieBaHueM. ['puOKOBoe MOpa)xxe€HHE KOXKH SBISETCS
MapKepoM MeTaboJIMYecKON [eKOMIEHCAIlMH, CYUTAIOT, YTO BBICOKMH YPOBEHb METHJIMAJIOHATOB H
JIPYTUX MPOMEXKYTOUHBIX METa0OJUTOB BO3JEHCTBYET Ha CO3pPEBAHUS IE€MOIMO3TUYECKUX KIETOK, B TOM
quclie CHIKaeTcsi oOpasoBaHue T-kiaeTok. OCTeomnopo3 BCTpPEYaeTcsl Y MHOTHMX MallMeHTOB, HEPEIKO
MPUBOJUT K TIEpPEJIOMaM TOJIOBKH Oezipa 1 001bI1e0epIoBOI KOCTEH.

Ectb onucanusi poxaeHus 310pPOBBIX AETEH OT MAlMEHTOK, cTpajgarommux MMA, 4to qoka3piBaeT
OTCYTCTBHE T€PATOre€HHOTO APPeKTa METHIMATIOHOBOM KUCIIOTHI.

MeTabGonuyeckum Kpus

Cepbe3HbIM OCIJIO)KHEHHEM JIaHHOTO 3a00JieBaHUsl SIBIsIeTCS MeTaOONIMYecKUil KpHU3, KOTOPBIA
HauOoJIee YacTo Pa3BUBAETCS BO BPEMsSI OCTPBIX UHTEPKYPPEHTHBIX MHPEKUUNA. PaHHUMU KIMHUYECKUMU
CUMIOTOMaMHU METab0JIMYECKOT0 KpH3a SIBISIFOTCS:

- B 90% cnyuaeB OBTOpHAas PBOTA;

- OTKa3 OT eJibl;

- YTHETEHUSI CO3HAHUS OT COHJIMBOCTHU J0 KOMBIL.

TsokecTb  COCTOSIHMS, TIIABHBIM — O00pa3oM, OMNpeAeNsieTcsl BBIPAXEHHBIM  METa00IHMUYeCKUM
KETOaIU1030M, TUTIEPAMMOHUEMUEH, B PSAAE CIy4aeB — FUIOTJIMKEMHEH.

OcioxHEHHsI, aCCOIMMPOBAHHBIC C META00IMYECKUM KpH3oM [14]:

- OCTPBIM MaHKPEATUT: HEOOXOAUMO IMPOBEPSATh YPOBHU aMHJIa3bl U JUMA3bl B CHIBOPOTKE KPOBH,
€CIIM €CTh KaKHe-TUOO CHMIITOMBI, YKa3bIBAIOI[ME HAa BO3MOXKHOCTH OCTpOro mnaHkpearuta. K Hum
OTHOCSITCS pBOTA, OOJIN B )KUBOTE U OTKA3 OT €/Ibl.

- UHCYJBT (OCOOEHHO C BOBJIEUEHHEM 0a3aibHbIX IAHIJINEB): JII000E YXYALICHHE HEBPOJIOTHYECKOTO
cocTosiHUs y manueHta ¢ MMA B MeTaboJM4ecKOM KpHU3HCe JOJKHO OBbITh HEMEIUIEHHO YCTPaHEHO,
IIOCKOJIBKY PHUCK MHCYJbTA BbIlIE€ B JaHHOW nomymsiiuu nanueHtoB. KT nmu MPT rosnosHoro mosra
BBITMOJIHAETCS NPU HAIWYMM JIHOOBIX HEBPOJOTMYECKMX IPHU3HAKOB, YKa3bIBAIOLIMX Ha BO3MOXHOCTh
uHCynbTa. M3MeHeHUss B 0a3albHBIX TaHIIUMAX, OCOOEHHO B OJIEAHOM IIape, XapaKTepU3yIOT
"MeTabonuueckuit HHCYAbT" MMA.

- 1O04YeyHas HENOCTaTOYHOCTh: y nmnauueHToB ¢ MMA: BO3MOXHO BO3HHUKHOBEHHE
IPOrpecCUpyIoIIel MOYEYHON HEJJOCTATOYHOCTH U3-3a TyOYIOMHTepCTULIMANbHON HedponaTuu. Cienyet
KOHTPOJIUPOBaTh (PYHKIIMIO MOYEK Y JitoOoro naiuenta ¢ MMA B MeTab0IMueCKOM KpH3e€.
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2. [OwarHocTtuka 3aboneBaHUss WU COCTOSHMUSA (rpynnbl 3aboneBaHun wunun
COCTOHHMﬁ) MeaOUMUMNHCKUEe noKa3aHunAa U nNpoTuBonokKa3aHnMA K npuMeHeHUO mMeToanoB
ANAarHOCTUKHn

JluarHocTuka METHJIMAJIOHOBOW alUIypUH OCHOBaHA HA aHAJIM3€ POJOCIOBHOM, OLEHKE JAHHBIX
aHaMHe3a, KIMHUYECKUX MTPOSIBICHUN.

Kpurepusimu ~ ycTaHOBJIEHHS JHarHo3a METWIMAJIOHOBOM  allMIEMHUH/alUAypUu  SIBISETCS
MOBBIIIEHUE YPOBHS TUIVIMIIIMIMHA, METUILUTPaTa, 3-THIPOKCUIIPONHOHOBOW M METHUIMAJIOHOBOU
KHACJIOT B MO4e, MoBbIeHne nponuoHmikapautiuHa (C3) w/mm cootHomenus C3/C2 B cyXxoMm msiTHE
KpPOBH, PE3YylbTaT MOJIEKYJISIPHO-TEHETUUYECKON IUarHOCTHKU — BBISBJICHHE MAaTOI€HHBIX BapUaHTOB B
rerax ZMMUT, MMAA, MAB, MCEE, (D320, LMBRD, MMADHC, MMACHC B
FOMO3UIOTHOM/KOMIIAYH/A-T€TEPO3UTOTHOM COCTOSIHMM. B psine ciydaeB BO3MOKHO TMOJTBEPKICHHE
JIMarHo3a Ha OCHOBAHUU TOJIbKO OMOXMMHYECKUX NU3MEHEHUH, €CIIM HE BbISBJICHBI NaTOM€HHbIE BAPUAHTHI
C IPUMEHEHHEM CTaHAAPTHBIX METOJOB aHanu3a. K TakuM BapuaHTaM OTHOCSITCSI KPYIHBIE JEJELUU,
BCTaBKH, ITyOOKHE HHTPOHHBIE BAPUAHTHI, U3MEHEHUS B PETYJIATOPHBIX 00JIACTSIX TEHOB.

2.1. XKano6bbl n aHamMmHe3

[Ipu cbope anamHe3a u Xal0O HEOOXOAMMO OOpATHTh BHUMAHHWE Ha CIEAYIONIUE >KAIOOBI M
AHAMHECTUYECKHE COOBITHS:

- OTATOIIEHHBIM CEeMEHHBIN aHamMHe3 (Haaudhe B ceMbe OoipHOrO ¢ MMA, ciydaeB BHE3AIHOU
CMEpTH JeTell B paHHEM BO3pacTe)

- BHE3AIMTHOE YXY/AIICHUE COCTOSTHUS Ha (poHe ToJIHOTO 310poBhs miin OPBU,

- HapylIIeHHs BCKapMJIMBAaHUS,

- YacThl€ CPHITMBAHUS/PBOTA,

- BSUIOCTB, C1a00CTh, COHJIUBOCTH;

- YTHETEHUE CO3HaHMUS,

- UHCYJIbTOTIOIOOHBIE STU30/IbL;

- CyZ10pOrHy;

- OecnokoifHOe MoBeIeHHE, MIJIAKCUBOCTb;

- MOBBIIIEHHOE MTOTOOT/ICIICHUE;

- MbIIIEYHasi TUIIOTOHHUS/MBIIICYHBIA THIIEPTOHYC;

- HETIPOU3BOJIbHBIE/HACUIILCTBEHHBIE JIBHIKECHUS;

- OCTpast/XpOHUYECKas IOYEHHAs HEJJOCTATOYHOCTb.

JIeOI0T KIMHUYECKHX IMOSBJICHUH B JIETCKOM BO3pAacTé MOMKET OBITh CBS3aH CO CIEAYIOIIUMHU
(dhakropamu:

- ynotpebaeHue 00JIbIIOro KOJN4ecTBa OEKOBOM MUIIN

- JUTATEIILHOE TOJIOJJaHKEe, HEOTPaBIaHHbIe OTPaHUUCHUS B IUETE, HU3KAas KAIOPHMHOCTD IMHIIICBOIO
parmoHa,

- HHTEPKYPPEHTHBIE PECITUPATOPHBIE UITH JKETYJ0YHO-KUIIeYHbIe HH(EKIIMOHHBIE 3a00TIEBAaHUS;

- BaKIMHAausg <*>;

<*> HHpexnronnele 3aboneBaHusi ropa3go Oosiee omacHbl uia manueHToB ¢ MMA, uem
BakiuHanus. MMmmyHuzanus — oOs3arenbHO ToKa3zaHa mnanueHTaM ¢ MMA, mpu 3ToM mepen ee
MIPOBEJICHUEM CIieyeT YOeAUThCS B TOM, UYTO MAIMEHT HAXOAUTCS B KOMIIEHCHPOBAHHOM COCTOSIHUHU U Yy
HEr0 OTCYTCTBYIOT OCTpble 3a0ojeBaHus (cM. mojapasnen 5.2). IlamueHTsl B JAEKOMIEHCHPOBAHHOM
COCTOSTHUM WUJIM HEJMArHOCTHPOBAHHBIE — TPYIIA PUCKA MO Pa3BUTHIO META0OIMYECKOrO Kpu3a Ha GoHe
nroboro Tpurrepa [31, 54].
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- OIICPATUBHBIC BMCIIATCIILCTBA,
- q)HBquCKaSI HJIK IICUX05MOIIMOHAJIbHAA Harpy3ka.

2.2. dnsnkanbHoe obcnegoBaHue

I[Ipu ocMoTpe HEOOXOIUMO OOpaTUTh BHHMAaHWE Ha CICIYIOIIAE OCHOBHBIC KIMHUYCCKHE
MIPOSIBJICHUS:

HEOHATaJbHBIN NIEPUOL

- CPBITUBAHUS/PBOTA, OTKA3 OT €JIbI;

- 3aJiep’KkKa (PU3UYECKOTO Pa3BUTHS,

- 33JIep’KKa MOTOPHOTO Pa3BUTHS;

- BSIJIOCTB, COHJIMBOCTD;

- YTHETEHUE CO3HAHUS,

- MBIIIIEYHAs! TUTIOTOHUS/MBIIIIEYHBIN TUTIEPTOHYC;

- TUPaMHUIHBIC HAapYIIEeHUs (TTOBBIICHUE CYXOKUIBHBIX PEQIIEKCOB);

- DKCTpANMpPaMHUIHBIC HAPYIIECHUS (Pa3INIHbIC THUITHI TUTIEPKUHE30B, MBIIIICYHAS TUCTOHUS);

- TPEMOD;

- CyJIOpOTH;

JIETH TIEPBBIX JIET KU3HU

- SMU30AMYECKH BO3HUKAOIIAS PBOTA,

- 3aJIep’KKa TICHXOMOTOPHOTO U TICUXOPEUYEBOTO Pa3BUTHS;

- UI3MEHEHHE MBIIIICYHOTO TOHYCca (MBIIIICYHAs] TUTTOTOHHS/MBIIIICYHBIN THUIIEPTOHYC);

- IEpUOANYECKAs aTaKCHsl, TPEMOD;

- CyJIOpOTH;

- MHCYJILTOTIOTIOOHBIE COCTOSIHUS;

- KapJIMOMHOTIaTH;

- HapyILIECHHUS PUTMA Cep/Ila,

- OCTPbI MAaHKPEATHT;

B3pOCIIbIE

- AMUJICTITUYECKUE MPUCTYIIBI;

- YMCTBEHHAsl OTCTAJIOCTh PA3JIMYHON CTENIEHU BBIPAKEHHOCTH;

- MUKpo1iedatus;

- CHWKEHHE 3PEHHUSI BILIOTH JI0 CJICTIOTHI;

- TermaToMerajus;

- XpOHMYECKas MOoYeyHasi HeJJOCTAaTOUHOCTb;

- OCTEOMNOpPO3;

- CIIOHTaHHbIE MTEPETIOMBI.

[ToapoGHO nanHbBIe (PHU3UKATBLHOTO O0CIEA0BAHUS OTIMCAHBI B pa3jeiie "KIMHUYeCKas KapTuHa'.

2.3. llabopaTopHbie AMarHocTu4eckme nccriegoBaHus

OO0parraeM BHHUMaHHE, YTO, COTTIACHO TPeOOBAHUSAM K pa3pabOTKe KIMHUYECKUX PEKOMEHIAIHM, K
KaKJOMY TE3UCY-PEKOMEHIAINU HEOOXOAMMO YKa3bIBaTh CHITy PEKOMEHAINI U T0Ka3aTelbHyIo 0a3y B
COOTBETCTBHUU CO IIIKAJTaMHU OIIEHKH YPOBHS JOCTOBEpHOCTH JHokazatenbctB (YJ) u ypoBHs
yoenutensHocTH pekomeraanuit (YYP). Ins maorux tezucoB YYP u V]I/ Oyaer HU3KUM MO TpUYIHHE
OTCYTCTBHSI MOCBSIIIEHHBIX UM KJIMHUYECKUX MCCIECIOBAHUN BBICOKOTO nu3ariHa. HeB3upas Ha 3T0, OHU
SIBJITFOTCSI HEOOXOAMMBIMU AJIEMEHTaMU 00CIIeI0BaHUS MallMeHTa JJisl YCTaHOBICHUS AUarHo3a 1 BbIOOpa
TaKTUKH JICYEHHUS.
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- PexoMeH10BaHO omnpezeneHne aMMHOKUCIOT U alUIKaPHUTUHOB B CYyXOM IISITHE KPOBU METOJOM
TaHAEMHOH Macc-CIIEKTPOMETPUM (KOMILJIEKCHOE OIpEAEICHUE KOHLIEHTpalMM HAa aMHHOKHUCIOTHI U
AIWIIKAPHUTUHBL B KPOBU METOJOM TaHAEMHON Macc-CHEKTPOMETPUM) BCEM JIETSAM C KIMHUYECKUMMU
npusHakamu MMA, a Takke OECCHMITOMHBIM HOBOPOXKJIEHHBIM IPH TPOBEICHUM HEOHATAJIBHOTO
CKPUHUHTA C IIeNBI0 MOATBEPIKICHHS IuarHo3a OMOXMMHYECKMMH MeTogamMu U auddepeHnnanbHoml
JMAarHOCTHKH C JPYrMMH HACJICACTBEHHBIMHU HapYIICHUsAMHU oOMeHa Bemects [1, 7, 48, 50].

YpoBeHb yOeAUTEIBHOCTH peKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KoMMeHTapuu: B NsTHaX BBICYLIEHHOW KPOBH BBISBISIOT U3MEHEHHS] KOHLEHTPALUA aMUHOKHUCIIOT
U aNWIKApHUTHHOB: TPH METHJIMAJOHOBOW aumWIAypuu HAONIOJAECTCs TIOBBIIMICHHE KOHIECHTPALUU
nponuoHmwikapautuHa (C3), Hu3koe coaepxkanue cBoOogHoro kapuutuHa (CO0), mMOBBIIIEHHE
cootHomeHuss C3/CO0 wu C3/C2. Takxe B HEKOTOpPBIX CIOy4dasX MOXET TOBBIIIATbCA U
MetunManoHmwikapautud (C4). YpoBeHb JeinmHa, W30J€HIMHA, BajWHA, METHOHMHA B KpPOBU Y
MAlMEHTOB MOKET HaXOJUThCS B IpejAeraaXx HOPMbI, YTO HE MO3BOJSET HAa OCHOBAHWU aHalu3a
AMUHOKHCIIOT MOJTBEPAUTh WM HCKIIOYUTH 3a0osieBaHHe. Y MHOTMX MalMEHTOB IOBBIIIEH YPOBEHb
riminyrHa. OfHaKo 3TO He SBISIETCA CHEHU(PUYHBIM M HAOMIOJAeTcsl NMpU JAPYrUX HACIEICTBEHHBIX
HapylIeHUsIX 0OMeHa BEIIEeCTB.

[Ipu mpoBeneHHH MaccOBOTO HEOHATaJIbHOIO CKPUHUHIA B CilIydae MoBbIleHHs ypoBHA C3 Ooiee
6,8 MkM/n umu cootnomenust C3/C2 6onee 0,22 peGEHOK 3KCTPEHHO BBI3bIBACTCS HAa KOHCYJIbTAIHIO
Bpaya-reHeTHKa. Bpau-reHeTuK oleHUBaeT KIMHHYECKOE COCTOSIHME peOeHKa M NMPUHHUMAET pelleHHe O
HaJIMYUU WIK OTCYTCTBUH MOKa3aHUI K SKCTPEHHOM rOCIUTAIN3alMU B peaHUMallMOHHOE OT/IeJIEHNE WIIN
OTJIeJIEHHE MAaTOJIOTUU HOBOPOIKIEHHBIX.

- PexomeH10BaHO ompezeneHrne aMUHOKUCIOT M allMJIKapHUTUHOB B CYyXOM ISITHE KPOBU METOJ0M
TaHJEMHOW Macc-CIIEKTPOMETPUHU (KOMILJIEKCHOE OTpee/ieHue KOHIIEHTpallMM Ha aMHHOKHCIOTHI U
AI[MIIKAPHUTUHBL B KPOBU METOJOM TaHAEMHON Macc-CIEKTPOMETPHH) BCEM B3POCIBIM MallMEeHTaM C
KIIMHUYEeCKUMH Tpu3HakamMu MMA ¢ 11enbio MOATBEpKACHUS AUarHo3a OMOXMMHUYECKUMU METOAAMU U
muddepeHnanTbHON JUArHOCTUKH ¢ IPYTMMH HACIICICTBEHHBIMHA HapyIIeHUsIMH oOMeHa BemiecTB [1, 7,
48, 50].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: B HsTHaX BBICYLIIEHHOW KPOBH BBISBISIOT U3MEHEHHS! KOHLUEHTPALUA aMHUHOKHUCIIOT
U AIWIKAPHUTHUHOB: MPH METUIMAJIOHOBOW alMIypuu HAOIIOAAeTCs MOBBIIICHHE KOHIIEHTPALUU
nponuoHmwikapautuHa (C3), Hu3Koe coxaepxkanue cBoboaHoro kapuutuHa (C0), TOBBIIIEHUE
cootHomenuss C3/CO wm C3/C2. Taxke B HEKOTOPHIX CJly4dasXx MOXET TMOBBIIIATBCA U
MetuaManoHwikapHuTiH (C4). YpoBeHb JelliMHA, W30JeHIIMHA, BaJlMHA, METHOHWHA B KPOBH Y
MAlMEHTOB MOXET HaXOJUThCs B IMpeaeraX HOPMbI, YTO HE TMO3BOJSET HAa OCHOBAHWU aHalU3a
AMUHOKHCIIOT TOJTBEPAUTh WM MCKIIOYUTH 3a0oieBaHue. Y MHOTHX MAIlMEHTOB IOBBIIIEH YPOBEHBb
rmnuHa. OfHako 3TO He SBISETCA CHeMU(GUYHBIM M HaONIONAeTCsl MPU APYTUX HACIEICTBEHHBIX
HapyIIeHUSIX 0OMEeHa BEIIECTB.

[Ipu mpoBeneHHH MaccCOBOTO HEOHATAIbHOIO CKPUHUHTA B Ciydae MOBbIIeHUs ypoBHA C3 Ooiee
6,8 MkM/n unmu cootnomenuss C3/C2 6onee 0,22 peGEHOK 3KCTPEHHO BBI3BIBACTCS HAa KOHCYJIbTAIHIO
Bpaya-TeHeTHKa. Bpau-TeHeTHK OleHUBAET KIMHHUYECKOE COCTOSHUE peOeHKa U MPUHUMAET PEUICHHE O
HaJM4YUH WIK OTCYTCTBUU MOKA3aHUI K SKCTPEHHOM TOCMUTAIM3ANHN B PEAHUMAMOHHOE OTACIICHUE WU
OT/IEJIEHUE MAaTOJIOTMU HOBOPOK/ICHHBIX.

- PexomeH0BaHO ompeieneHne KOHIEHTPAUA OPraHMYeCKUX KHCIOT B MOYE METOJIOM Ta30BOM
xpomaTtorpaguu ¢ Macc-creKTpoMeTpuel (KOMIUIEKCHOE OTpeeNieHue COJCpKAHUS OpPraHUYecKHX
KHCIIOT B MOY€) BCEM JIETSAM C KIMHUYECKUMHU Tpu3Hakamu MMA c 1enbio MOATBEPKIEHUS ITUarHo3a
MMA GuOXUMUYECKUMHU MeTodaMHu U Ju(depeHIInanbHON TUATHOCTHKU C IPYTUMH HACIEICTBEHHBIMH
HapyieHussMu oOMeHa Beniects [1, 7, 48, 50].

YpoBeHb yOCAUTEIBHOCTH PeKOMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)
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KommenTapun: xapakrepubiM st MMA sBisieTCsl OBBIIIEHHE KOHLEHTPAIIUU METUIMAJIOHOBOM,
3-THJIPOKCUIIPOTTMOHOBOM, METUIUIMMOHHOM KUCIIOT.

- PexoMeH1I0BaHO OIpe/esieHne KOHILEHTPALUUU OPraHUYECKUX KUCIOT B MOYE METOJIOM Ta30BOiM
xpomatorpaguu ¢ Macc-creKTpoMeTpuel (KOMIUIGKCHOE OTIPEICIICHUE COJCPIKAHUS OPraHUYeCKHX
KHCJIIOT B MOY€) BCEM B3pOCIBIM TMAalMEHTaM C KIMHUYECKMMHU Tnpu3Hakamu MMA ¢ 1ensio
MOATBEpKIeHUs auarHo3a MMA OHOXUMUYECKUMH MeETOoJaMu U Ju(PepeHInaIbHON TUAarHOCTUKH C
JIPYrUMH HACJICJACTBEHHBIMU HapyIICHUsIMHU oOMeHa BerecTs [1, 7, 48, 50].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — D)

KommenTapun: xapakrepubiM st MMA sBJIsIeTCSl TTOBBIIIICHHE KOHIEHTPAIIUU METUIMAJIOHOBOM,
3-THIPOKCUTIPOTTHOHOBOM, METUIUIMMOHHOM KUCIIOT.

- PexomeH10BaHO ucCieI0BaHUS YPOBHSI TOMOILMCTEMHA B KPOBU BCEM MAllMEHTaM € KJIMHUYECKUMU
npuzHakaMu MMA ¢ wnenpio ycraHoBieHHss (opmbl MMA  OHOXMMHMYECKMMH METOJaMU H
i depeHnnanbHON AMArHOCTUKY ¢ APYrUMU Hacje/ICTBEHHBIMHU HapylIeHUsMH oOMeHa BemiecTs [1, 7,
48, 49, 53].

YpoBeHb yOeAUTEIBHOCTH PeKOMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KoMMeHTapuu: XapakTepHbIM Ui HEKOTOPbIX GopM MMA sBisieTcs MOBBIIIEHHE KOHIIEHTPAIUH
00I1Iero roMOIUCTENHA, YTO MPE/oJiaraeT 0co0yro TakTuky Tepanuu [11].

- PexomenoBaHo omnpeseneHre BApuaHTOB T€HOB B 00pasile OMOJIOTHYECKOT0 MaTepraia MeTOJI0M
TapreTHOTO BBHICOKOTIPOU3BOIUTEILHOTO CEKBeHUpOoBaHus (nccneaopanue redkoB MMUT, MMAA, MAB,
MCEE, CD320, LMBRD, MMADHC, MMACHC, xoMmiIeKC WHCCICAOBAHHN IS JHArHOCTHUKHU
OPraHWYECKUX AaIUAYypHi) BCEM TMAllMEHTaM C BBIABJICHHBIMA OHOXMMHYECKHMMHU HW3MCHECHHSIMH,
XapakTepHbIMU 1151 MMA, ¢ 11e71610 IOATBEPsKACHHS quarno3a [1, 7, 48, 49, 50].

YpoBeHb yOeaUTEIBHOCTH PeKOMeH IaIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTCIILCTB — 2)

- PexomenoBano mpoBeeHne 00mero (KIMHUYECKOTO) aHaln3a KPOBU Pa3BEPHYTOTO MAIUEHTaM C
KIIMHUYECKUMH Tpu3HakaMu MMA ¢ 1enpl0 CBOEBPEMEHHOIO BBISIBIICHUS MATOJIOTUYECKUX U3MEHEHH
[1, 14, 52, 53].

YpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)

KoMmMeHTapuu: mnpoBOIUTCS HpHU MEPBUYHON IJUATHOCTHKE M B JUHAMHYECKOM HaOIIOJICHUH,
0COOEHHO y MAIlMeHTOB C HAPYIIEHHON MOoYeYHOUN (yHKIEH. MOKET BBISBISATHCS HEHTPOIICHHUS.

- PexoMeHI0BaHO TPOBECTH OLIEHKY ypoBHs pH KpoBH (McClieZioOBaHUE YPOBHS BOJAOPOJIHBIX HOHOB
(pH) kpoBu, wHccienoBaHue YpPOBHsS Oy(QEpHBIX BEIIECTB B KPOBH) TMAalMEHTaM C KIMHHYECKHUMH
npusHakaMu MMA 1npu 1OJI03PEHUU Ha Pa3BUTHE META0OJIUYECKOTo KpHU3a, C IIEeJbI0 CBOCBPEMEHHOM
Koppekiuu tepanuu [1, 4, 53].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapuu: 11ab0paTopHbIMU TMPEIBECTHUKAMU PA3BHTUS META00JIMYECKOTO KpH3a SIBISIOTCS
TEHJCHIUS K MeTaboJIMYecKoMy amuao3y ¢ JeGUIMTOM OCHOBaHHMH, YMCHBIICHHE COICPIKaHUS
CBOOOJHOTO KApHUTHHA, MOBBIIICHUE YPOBHS MPOMUOHWIKAPHUTHHA B KPOBH, MOUYEYHOW HIKCKPEIUU
OpPraHUYECKUX KUCIIOT.

- PexoMeHI0BaHO MPOBECTH OLIEHKY YPOBHS KETOHOBBIX TeJl B MOUe (0OHapyKE€HHE KETOHOBBIX Tell
B Moue, OOHapy)KeHHE KETOHOBBIX TeJl B MOYE SKCIPECC-METOJO0M) MalUeHTaM C KIMHUYECKUMHU
npu3HakaMu MMA 1mpu NoJI03peHUM Ha pa3BUTHE META0OJIMUYECKOro KpH3a, ¢ LIeJIbI0 CBOEBPEMEHHOM
KOppekuuu tepanuu [1, 4].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKAa3aTEIbCTB — 5)

- PekoMeHIOBaHO malMeHTaM C KIMHAYECKUMH IIpU3HaKaM MMA wu npu MnoAao3pCHHUU Ha
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METa0OIMYECKHd KPHU3 HUCCIICIOBAHHE YPOBHS MOYCBUHBI, HCCIICIOBAHWE YPOBHS TJIIOKO3bI KPOBH C
JIMAarHOCTHYECKOM IEJIBIO U C LIENIbI0 CBOCBPEMEHHOM Koppekiuu Tepanuu [1, 50].
YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMmeH0BaHO uCCIIEZJIOBAHME YPOBHS aMMOHUS, JIaKTaTa B KpOBU (MCCIEIOBAaHUE YPOBHS
MOJIOYHOM KHCJIOTHI B KPOBM) MALIMEHTaM C KIMHUYECKUMU NpuzHakaMu MMA u npu nopo3peHuu Ha
MeTa0OJIMIEeCKUN KpH3, ¢ JUArHOCTHUYECKOW IENbI0 U C LEIbI0 CBOEBPEMEHHON KOppeKuuu Tepanuu |1,
50, 53].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

2.4. MHCTpYMeHTa.HbeIe AnarHoctun4yeckme nccriegqosaHus

- PexoMeH10BaHO TpOBEEHNE MAarHUTHO-PE30HAHCHON ToMOrpaduu TOJOBHOTO MO3Ta MalMeHTaM
C KIMHHYECKUMHU mpu3HakaMu MMA ¢ 1enplo OIEHKHM COCTOSHHS TOJIOBHOTO MO3ra W BBISBICHHS
M3MEHEHHI XapakTepHbixX 111 MMA [1, 4, 15, 51].

YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KommenTapun: nccinenoBaHusi MPOBOAITCS B TOM 4YHCIe s HU(PepeHInaIbHON TUArHOCTUKH C
JIPYTUMHU HACJICJICTBEHHBIMU 3a00JieBaHUsIMU. BO3MOXHO MpoOBEJCHHE KOMITBIOTEPHON TOMOTpadun
rosioBHoro Mo3zra. [Ipu mposenenun KT/MPT romoBHOro Mo3ra y manmueHToB ¢ MMA BBIABISIIOT
KOPKOBO-TIOJKOPKOBYIO  aTpo(uio, paCHIUPEHHE >KETyJT0YKOB MO3ra, 3aJCpXKKy MUEITHHU3AINH,
TIOBBIIIICHNE MHTEHCUBHOCTH CUTHAJIa B 00JIacTH 0a3ainbHBIX raHrineB. CiaeayeT OTMETUTh, YTO JTAHHBIE
HapyIlIeHUs HE SBISIOTCA BBICOKOCTICIM(PUYHBIMA W MOTYT HAOMIOIAThCA MPU MHUTOXOHIPHATHHBIX
00J1e3HsX, MPONMOHOBOH allIypuH, Ipyrux 3adoneBanusx. [IpoBenenne HapKo3a — MO MOKA3aHUSM.

- PexomennoBano peructparms snekrpokapauorpammel (OKI), sxokapauorpaduu (3xoKI') Bcem
MalMEeHTaM ¢ KJIMHUYECKUMHU ITpu3HakaMu MMA ¢ 11e1b10 JUarHoCTUKY KapAMOMHUONIATUU U HAPYIICHUN
purMa cepana [1, 4].

Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KoMMeHTapuu: naHHble HCCIEIOBaHUS HEOOXOJUMBI B TOM 4YHCIE MPH METaOOJIMYECKOM KpH3E.
[Ipu HeoOX0AUMOCTH, PU HAJTMYUU MMOKA3aHUN AJIS UCCIIEI0BAHUS — XOJITEPOBCKOTO MOHUTOPUPOBAHUS
CepJICUHOr0 pHUTMA, W/WIM CYTOYHOTO MOHHUTOPUPOBAHUS apTEPHAIBHOTO JaBJIEHUS (COTJIACHO
COOTBETCTBYIOIIUM KJIMHUYECKUM PEKOMEHJAIMIM 0 HapYIICHUSIM PUTMa CEepAlla /WU apTepHaIbHOM
TUTIEPTCH3UN ).

- PexoMeH10BaHO MAIMEHTaM ¢ KJIMHUYECKUMHU Npu3HakaMd MMA npoBeJicHUE YIbTPa3ByKOBOI'O
WCCIICIOBAHUS OPTaHOB OPIOIIHOM MOJIOCTH U MOYeK (YIbTPa3BYKOBOE UCCIICIOBAHUE OPraHOB OPIOIIHOM
MOJIOCTH (KOMIUIEKCHOE), YIIbTPa3ByKOBOE HMCCIICJOBAHUE TOYCK) C IIEJIbI0 JIUArHOCTUKH MAHKPEaTHTa U
nopaxxkenus mouek [1, 4, 12, 13].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PexomeHnnoBaH manueHtam ¢ KIMHMYECKMMM Ipu3HakaMu MMA ocMmoTp Bpada-odTaabmosora
(oraneMockomnus, BU3OMETPHS, pepakTOMeTpusi, IEPUMETPUsT KOMITbIOTEPHAsI, 0(PTaTbMOTOHOMETPUS,
HCCIIEIOBAaHUE I[BETOOLIYIIEHUS, 3JIEKTPO(PU3HOIOTUIECKOE HCCIIE0BaHNE (PErucTpalus 3pUTEIbHBIX
BbI3BaHHBIX TOTEHIMAJIOB KOPBl TOJOBHOTO MoO3ra), OuoMHuKpodoTorpadus IJIa3HOTO JHA C
UCMOJb30BaHUEM (yHIYyC-KaMepbl, OMOMUKPOCKONHUS TIa3HOTO JHA, ONTUYECKOE UCCIIE0BAHUE TOIOBKU
3pUTEIBHOTO HEpBa M CJOSI HEPBHBIX BOJOKOH C IOMOIIBIO KOMIBIOTEPHOI'O aHalIu3aTtopa U Ap.) IO
MOKa3aHUAM, TIPH HAJTWYUY OJ03PEHUIT Ha MopakeHne oprana 3peHus [ 1, 8].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKa3aTEIbCTB — 5)

KoMMeHTapuu: MHTEpBaIbl MEXAYy BU3UTAMH JIOJDKHBI ONPENENATHCS WHIMBHUIYAIbHO C Y4ETOM
BO3pacTa, TsHKecTH 3a00sieBaHus, CTAOMIBHOCTH OOMEHA BEIIECTB M COOTIOCHUS AUETOTEPAITUH.
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- PexkoMeHoBaHO  mamMeHTaM ~C  KIMHUYEeCKMMHU — mpuzHakamu  MMA  npoBeneHue
anekrpolHIedanorpaduu (Mpyu TUATHOCTHKE U Jajiee NPHU HAIWYHH CYJAOPOXKHOTO CHHAPOMA) C LENBIO
CBOCBPEMEHHOM JTMArHOCTHUKU M KOHTPOJIS JICUCHUSI CYIOPOIKHOTO cuHapoma [1].

YposeHs yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KoMMeHTapuu: Takke IpOBOIUTCS dJEKTpo3HIIedaniorpadus ¢ BUICOMOHUTOPHHTOM.

- PexoMeHni0BaHO manyeHTaM ¢ KIMHUYECKUMU Tpu3HakamMu MMA U moJo3peHreM Ha CHUKEHUE
CITyXa/Tlpu CHIDKEHHUH CIIyXa MCCIEeIOBaHMS CiyXa (TIPOBEACHUE OTOAKYCTHYECKON SMHUCCHH (TOHAJIbHAS
ayJIMOMETpHsl, peueBasi ayInOMETPHsI, UTPOBasi ayJAMOMETPHS, PETUCTPAIMsI BBI3BAHHBIX aKyCTHUECKUX
OTBETOB MO3ra Ha IOCTOSIHHbIE MOy/IMpoBaHHbIe TOHBI (ASSR TecT)) (IIpu OTCYTCTBUU 3KCCYAATUBHOTO
OTHUTA) C IIeTbI0 CBOCBPEMEHHOM IMarHoCTUKH [1].

YposeHs yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommeHTapuu: uccieroBaHus MPOBOIATCS B 3aBUCUMOCTH OT KIIMHUYECKOW CUTYaINH.

2.5. UHble gnarHoctuyeckme nccrnenoBaHus

2.5.1. KoHcynbTaumu n HabnrogeHue crneunanmcToB

- Pexomennyercss Ay HaOMIOJIEHUS! MAI[MEHTOB C YCTaHOBJIEHHBIM JuarHo3oM MMA npuMeHsTh
MYJIbTUAUCIMILUIMHAPHBIN MOAX0 BBUIY TOTO, YTO 3a00JI€BaHUE XapaKTEPU3YeTCsl MOPaKEHUEM MHOTHX
OpraHoB U CHCTEM, TpeOyeT KOMIUIEKCHOH Teparnu, 4YTo JUKTYEeT HEOOXOAUMOCTh COBMECTHOTO BEJCHUS
MaryeHTa CrenuaIucTaMu pasHbix npodueit [1, 4, 50].

Yposens yoeaurenbHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: moka3aHbl MEpBUYHbIE KM TMOBTOPHBIE KOHCYJIbTAallMM Bpada-T€HETHKa, Bpaua-
odTanpMoyiora, Bpauda-HEBpOJOra, Bpada-raCTpPO3HTEPOJOra, Bpada-d>HAOKPUHOJIOra/Bpadya-aeTCKOro
SHIOKPUHOJIOTA,  Bpada-KapJuoJiora, Bpaya-IeTCKOro  KapAuojora, Bpauda-Hedposora, Bpaya-
neauaTpa/Bpava-TepaneBTa/Bpada oOmeld mpakTUKK (CEMEHOro Bpaya), Bpada-(u3HOoTepareBTa, Bpada
1o JiedeOHON (U3KYIBTYpE, a TaKkKe Bpadye Apyrux CHeluaibHOCTeW manueHtaM ¢ MMA, uMmeronmm
HapyleHus PyHKIUNA COOTBETCTBYIOLIUX OPTaHOB U CUCTEM.

- Pexomenyetcs npuem (OCMOTp, KOHCYJIbTaIUs) Bpaya-TeHEeTHKA MEPBUYHBIA U TIOBTOPHBII BceM
ManueHTaM ¢ KIMHUYeCKUM Tnojo3peHneM Ha MMA ¢ 1enpio MpoBeleHUsT MEIUKO-TeHETHUYECKOTO
KOHCYJbTHUPOBaHUA, MU depeHInanbHO AUarHocTUkY, ompenenenus Taktuku JHK-mumarnoctuku u
MOCIIEYIONICH HHTEePIPETAIIMH TTOTyIeHHBIX pe3ysbTaToB [1, 4].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- Pexomennyercs npuem (0OCMOTp, KOHCY/IbTAIIMS) Bpadya-TeHETHKA MEPBUYHBIN U MOBTOPHBINA BCEM
MalMeHTaM ¢ TOJTBEPXKICHHBIM JuarHozoM MMA ¢ [enbl0 MPOBEICHUS MEIUKO-TEHETHYECKOTO
KOHCYJIbTUPOBAHUS, COCTaBJICHUsS IUIaHA UCITAHCEPHOTO HAOIIOJCHUS, HA3HAUCHHs JUETOTEpalud M
KOHTPOJIs €€ 3 PEKTUBHOCTH B AaibHelmem [1, 4].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PexomeHnmyeTcs KOHCYJAbTAIlMSl Bpaya-IUETONIOTA BCEM MAIMEHTaM C [OJTBEPIKIACHHBIM
ararao3oM MMA 171si Ha3HaueHHs MaTOTCHETHYECKOM AMETOTepanud U KOHTPOJIs ee 3()(PEKTUBHOCTH B
nanpHelmem [1, 4].

VYpoBeHb yoeauTenbHOCTH pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMeHTapuu: WHTEpBaIbl MEXIy BHU3UTAMHU JOJDKHBI OMPEICIAThCS HHIAMBUIAYATbHO C YUETOM
BO3pAacTa, TSHKECTH 3a00JeBaHUs, CTAOMIBHOCTH OOMEHa BEIIEeCTB W COOJIOACHHS JAUETOTEpAITHH.
HasnayeHnue, KOHTPOJb M KOPPEKIMIO JUCTOTEPANIMA MOKET OCYIIECTBISATH Bpau-AHETOJIOT, a TaKKe
Bpay-menaTp/Bpad-HeOHATOI0T/Bpau-TepaneBT/Bpay-reHeTHK, MMEIOIIMKA  ONBIT B JICYEHUH U
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JMeToTepanuu 3a001eBaHui U3 IPYIIBI HACIEACTBEHHBIX 00JIe3HEe 0OMeHa BElecTB

- Pexomenmyercss mpueM (OCMOTp, KOHCYJIbTallMs) Bpada-IICUXWATPa TMEPBUYHBIA U TOBTOPHBIN
nanuentam ¢ MMA nipu noj03peHUH WM HAJTUYUHA TICUXUYECKUX PACCTPOICTB C 1IeJIbI0 CBOEBPEMEHHOM
JMAarHOCTHKH M JICUCHHS BISIBICHHOM martojoruu [1, 4, 13].

YpoBeHb yOeAUTEIBHOCTH peKOMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KoMMeHTapuu: TOSIBIICHUE TICUXWYECKUX PACCTPOMCTB CBS3BIBAIOT C TOKCHYHBIMH METa00IMTaMU
(TICMX03b1, OUMOJSIPHOE PACCTPOMCTBO U JIP.), KOPPEKUHUS TUETOTEPANUU CIIOCOOCTBYET pa3peIieHUIo
CUMIITOMOB HapYIICHUS IICUXUKU. VTHTepBaIbl MKy BUSHTAMH JOJKHBI ONPEACIISATHCS WHINBHIYAIEHO
C YYETOM BO3pacTa TSKECTH 3a00JieBaHUs, CTAaOMIBLHOCTH OOMEHa BEHISCTB W COOJFOJICHUS
JTUETOTEPATTHH.

- PexoMeHmyeTcs TmepBHYHAs W TIOBTOPHBIE KOHCYJIBTAIlMM Bpada [0 MEIUITMHCKOHN
peabminTanuy/Bpadya (QU3MUECKOW M peaOMIMTAIMOHHOW MEWIMHBL, MEIWIMHCKOTO TICHXOJora |
noromneaa-gedexrosora s IUIAHUPOBAHUS  WHIMBHUIYalbHOW peaOWIMTAIMOHHOW TPOTPAMMBL,
MICHXOJIOTO-TIEIaTOTUYECKOM TOIePKKHU TarrenTaM ¢ MMA u ux cembsim [1, 4, 16].

VYposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — b)

KommeHnTapun: pazpaboTka WHAMBHIYAILHOW MPOTPaMMBI JEPEKTOJIOTHYECKON peabuInTaIum,
pa3paboTka MHIUBUAYATHHOW MPOTpaMMBbl JIoTONeAndeckoi peabmmuranun. [lanmeHTaM HE0OXOAUMO
TECTHPOBAHWE TIO YTBEPXKACHHBIM METOJIMKAM JUIS ONpEACTCHHUS WHTEIUICKTYalbHOTO Pa3BUTHSL.
[lcuxomornveckass MOMOIIb TTAlMEHTaM MOXKET MOTpeOoBaTh Kypc 3aHATHH — B 3aBHCUMOCTH OT
WH/IMBHYATBHBIX 0COOCHHOCTEH MaIlMeHTa U CEMBH.

VYcnyru noronena:

Menuko-noroneauyeckoe nccieioBaHue npu aucharuu

Menuko-noroneanyeckoe uccie1oBaHue npu apasuu

Menuko-10ronem4eckoe UCCieI0BaHke MpH AU3apTpun

Menuko-noronenuyeckas npoienypa npu aucharuu

Menuko-noronenudeckas npoieaypa npu adazuu

Menuko-noronenuyeckas mpoieaypa npu Au3apTpuu

Menuko-noronenuyeckasl TOHAIbHO-PUTMUYECKAs TPOLEAYpa

Menuko-noronenuyeckas IMpoleaypa C HCHOJb30BAHUEM HWHTEPAKTUBHBIX WHGOPMAIMOHHBIX
TEXHOJIOTUI

2.5.2. AudpepeHumanbHaa agmarHocTuka

- PexomenmoBano mnpoBoauTh AuddepeHINaNbHYI0 TUArHOCTUKY C MOCTTHIOKCHYECKUMU
MOPXEHUSIMU ~ HEPBHOM  CUCTEMBI, BHYTPUYTPOOHBIMH  MH(EKIUSMH, OCTBAKIIMHAIHLHBIMU
OCIIO’)KHEHUSIMU, CaxapHbIM JauabeToM (IpU  BBISBICHUU THIEPIIIMKEMUH), HACJIEICTBEHHBIMU
HapylIeHUsMH OOMEHa BEIIeCTB, B YACTHOCTH C JApYyrdMu (opMaMu OpraHudecKux amujaypui,
neeKTaMu IUKIAa CHHTe3a MOYEBHHBI, C MHUTOXOHAPUAIbHBIMU 3a00JIEBaHUAMHU, HAPYLIICHUIMHU
[JIMKO3WIMPOBAHHUS, IIMKOTEeHO3aMu | 1p. [1, 4].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

3. JleyeHue, BKnO4an MeAUKaAMEeHTO3HYK0O U HeMeaAUKAMEeHTO3HYH Tepanuum,
AveTtoTepanuio, 06e360anane, MeaOUUMHCKMEe noKa3aHuAa U nNpOTUBOMNOKAa3aHuUA K
NMPUMEeHeHNn MeTo40B J1e4YeHus

CTpaTeFI/IH JICYHCHHUA TIAOUCHTOB  3aKJIO4a€TCsd B  CHMIXKCHUHU 06pa3OBaHI/I$I TOKCHUYCCKUX
MeTa6OJ'II/ITOB, NpEeAYNPCIKACHUN PA3BUTHUA KECTOAIUM034d, THIICPAMMOHUCMUN, TOKCUICCKOTO IMMOPAKCHHUA

TKaHEW TOJIOBHOI'O MO3ra 1 BHYTPCHHHUX OPraHOB C obecreueHreM mpoucccoB aHa60JII/13Ma, HOPpMAJIbHOT'O
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pocTa U HYyTPUTUBHOIO craryca Aereidl. OCHOBHBIMM KOMIIOHEHTAMH KOMIUIEKCHOI'O JIEUEHHS MallUEHTOB
CIly’KaT HHU3KOOENIKOBas JUeTa W CHEIHAIM3UPOBAHHBIC MPOIYKTHI 0€3 MaTOTeHETHYECKH 3HAYUMBIX
aMUHOKHCIIOT, [TpenapaThl #J1€BOKapHUTHHA. Teparinio JOMOIHI0T Ha3HaYeHUEM BUTaAMUHOB (Tpynisl B)
(#umanoxoOamamMuH**) U OMOJIOTHYECKH aKTUBHBIMU J00aBKamu (Tmapokcokobamamuu) [11, 17]. Tlo
[IOKa3aHUSM HA3HAYalOT [POTUBOAMMWIECHTHYECKUE IpenapaThl, CHUMITOMAaTHYECKYIO0 Tepalluio,
KOPPEKIUIO BATAMUHHON HEJJOCTAaTOYHOCTH.

3.1. KoHcepBaTMBHOE fneYyeHue

3.1.1. AneTtoTepanus

- PexomenoBano Bcem nauuentam ¢ MMA npuem (0cMOTp, KOHCYJIbTalMs) Bpaua-reHeTHKa u/uin
Bpaya-JUeTOJI0ra MePBUYHBII U MOBTOPHBIH C 11EJ1bI0 HA3HAYCHUS U KOHTpoJIs quetotepanuu [ 20, 38].

YposeHb yoeautenbHOCTH pekoMeHraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: xenarenpHO, 4YTOOBI CHEUUANMCTBl HMMENIW OMNbBIT JIEYEHHs] M Ha3HauYeHUus
JTUETOTEpanuy IMalyueHTaM C 3a00JeBaHUSIMU TPYIIIbl HACJIEACTBEHHBIX Oo0JIe3HEH OOMEHa BELIECTB; C
LEeNbI0 HAa3HAUYEHUS U KOHTPOJIA IPPEKTUBHOCTH IUETOTEPAllMU TaK)Ke BO3MOXEH IMpueM (0CMOTp,
KOHCYJIbTAllMs) Bpada-reauarpa/Bpadya-HeoHAToOI0ra/Bpaya-TepaneBra, MO0 BO3MOXHOCTH, HMMEIOIINX
OTIBIT B JICUEHUU U JUETOTEpanuu 3a00JI€BaHUN U3 TPYIIIBI HACIEICTBEHHBIX 00sie3HEl 0OMeHa BElIeCTB.
[Ipumeps! pacuera nuetsl npuBeaeHsl B [Ipunoxennn A3.4.

- PexomeH10BaHO Ha3HAUYE€HME TUETOTEpaNnHM M OCYLIECTBICHHE KOHTPOJIs ee 3(h(PeKTUBHOCTH He
peke 1 pasa B roa BceMm manueHTaM ¢ MMA ¢ 11e1b10 TIPOBEICHHUS TaTOreHeTHYecKkoro tedenus [38, 50].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMenTapuu: HeoOxoaum npueM (OCMOTp, KOHCYNIbTallMs) Bpaya-neauarpa MNEPBUYHBIN U
MMOBTOPHBIA /WM TIpHEM (OCMOTpP, KOHCYJIbTAIMs) Bpada-TeHETHKA TEPBUYHBIA M TOBTOPHBIA W/HIIH
npueM (OCMOTp, KOHCYJbTallUsI) Bpada-HEOHATOJIOTa TIEPBUYHBIA U TMOBTOPHBIA W/WIM TpueM (O0CMOTD,
KOHCYJIbTAIIMSI) Bpaya-JAMETOJIoOTa TEPBUYHBIA W TOBTOpHBIM. Ha 1 TOmy JKM3HM KOHTPOJb
ahdexTuBHOCTH AMeTOTEepanuu 10 1 pa3a B mecsll, najiee 10 1 pasa B 3 mecsia, ocie 3 JIeT ¢ 4acTOTOM
1o 1 pa3a B 6 mecsieB. Heo6xoaum KOHTPOJIb YIOTPEOIIeMO HKUIKOCTH.

- PexoMeH/1I0BaHO OTpaHUYUTH MOCTyIUIEHUE Oeika (B TOM YHUCIE JO0 MOJIy4eHHs J1abopaTOPHBIX
PE3yNIbTaTOB, MOATBEPXKIAIONINX WM MCKIIOYAIONINX 3a00j1eBaHue) BCEM MAlEeHTaM C KJIMHUYECKUMU
MPOSIBIICHUSAMH, XapakTepHbIMU I MMA u Takke OS€CCUMNTOMHBIM NAaIlMEHTaM, BBISIBICHHBIM MpPU
MIPOBEJICHUU HEOHATAJILHOTO CKPUHHUHIA C LENbI0 MPEAOTBPALLIEHUS Pa3BUTHA METaOOINYECKOTO KpU3a
[1, 4, 38, 50].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH I0KA3aTEIbCTB — 3)

KoMMeHTapuu: MOCKOJBKY pa3BUTHE METAa00JIMYECKOTO KpH3a MOXKET MPUBECTH K HEOOpaTUMBbIM
M3MEHEHUSIM CO CTOPOHBI HEPBHOW CHCTEMBI, MU mnojo3peHur Ha MMA cienyer coOpath 6uomaTepuant
JUIS TIPOBEJCHUS] OMOXMMHUYECKOTO TECTUPOBAHUS U 3aTEM IEPEBECTH MAIlMEeHTa HA MHUTAHUE C HU3KUM
comepkanueM Oenka. Jlnsg getedl mepBOro MONYyroAusi >KM3HU TPYJHOE BCKAPMIIMBAHHE HIIU
BCKapMJIMBAaHUE JETCKUMHM MOJIOYHBIMU CMECSIMH C HHM3KUM conaepkanueM Oenka (1,2-1,3 r/100 mn
BOCCTaHOBIIEHHOTO TmpoaykTa). [ms mereit crapiie 6 MecslleB — HCKIIOUEHHE BBICOKOOEIKOBBIX
MPOJIYKTOB (MSICO, TBOPOT, pbiOa) M3 parroHa. buoxumudeckue TecTbl MPOBOAATCS B TeUeHHE 3-7 IHEH, a
MOJIEKYJISIPHO-TEHETUYECKHE HCCIEeIOBAaHUSI MOTYyT ToTpeboBaTth okoio 2-3 Heaenb. [losTomy
HE00X0IMMO, YTOOBI B ATOT Mepro/1 peOEHOK HAXOIUJICS Ha HU3KOOGIKOBOU JHETe.

- PexomeHmoBaHO CTporoe orpaHudeHre Oelka HaTypalbHBIX THIIEBBIX TMPOJAYKTOB BCEM
MaryeHTaM Iocie MOATBepKIeHusl nuaraoza MMA, ¢ 1enbio cBelleHUsT K HEOOXOAMMOMY MUHUMYMY
MOCTYIUICHHUE B OPraHM3M aMUHOKHCJIOT METHOHHHA, TPEOHHUHA, BaJnHa, u3oieinuHa [ 1, 4, 16, 50].
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VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuu: nocie NoATBEPKAEHUS TMarHo3a TaKTUKa JUETOTepanuyd OCHOBaHA Ha CIIEAYIOIIMX
NIPUHIAIIAX:

- OI'PaHUYCHHUC TMIOCTYIIJICHUSA PI3OJI€I>'ILIHH8,, BaJinHa, TpCOHMHA W MCTHOHHHA C HHIJ.ICﬁ a0
MHUHUMaJIbHOU noTpeOHOCTH; JJIs 1eTel mepBOro MoJIyroIus >KU3HU OTPaHUYEHUE PACIIPOCTPAHIETCA Ha
MaTEPUHCKOE MOJIOKO MJIH JIETCKHE MOJIOUHBIE, MJIM COEBBIE CMECH, JUISl IETEN BTOPOTO MOJIYTOAUS HKU3HU
— 3allpeT Ha BBEJCHHUE B KaueCTBE MPUKOPMa BBICOKOOENIKOBBIX MPOIYKTOB (Msica, pblObl, TBOpOTra, S,
MOJIOYHBIX IIPOJYKTOB, 0000BBIX U T.I[.), AJI MAalUCHTOB CTapmie OJHOI0O roga — CTporue OrpaHuv4CHus B
HCIIOJIb30BAHNH BBICOKOOEIKOBBIX IMPOAYKTOB

- obecrnieueHre (U3HUOJOTHUECKONW TOTPEOHOCTH B JPYrUX AMHUHOKHCIOTaX M HEOOXOJMMBIX
HYTpPUEHTAX JJIsl IPeIyNpeKIeHUS UX HEJOCTaTOUHOCTH U MOIIepKaHus aHa0O0IN3Ma;

- OrpaHu4cHUcC HOTpe6J'ICHI/I$I JKUPHBIX KHCJIOT C HCUYCTHBIM YHUCIOM aTOMOB Yrjepoaa Hu
XOJIECTEPUHA;

- UCKJIFOUYEHUE IOJIOJJaHUsl, IPEAYNPEKICHUE aKTUBALMH [IPOLIECCOB KaTabOoIM3Ma;

OO61uit 6en0K J1e4eOHOTO palloHa PacCUUTHIBAETCS] UCXO/I U3 BO3PACTHBIX MOTpeOHOCTEN pedeHKa
(ITpunoxenue A3.2), a Takke ¢ y4eTOM TOJIEPAHTHOCTH IMallMEHTa K OENIKy B 3aBUCUMOCTU OT (GOPMBI U
TSOKECTH TeueHus 3a0osieBanus [4]:

- KBOTa Oeilka HATypaJbHBIX MPOAYKTOB HA3HAYACTCS C Y4ETOM MHHHUMAIIbHOW TOTPEOHOCTH B
MATOrCHETHYECKH 3HAYMMBIX AaMHHOKHCIIOTaX — METHOHHHE, TpPEOHWHE, BaJMHE, W30JICHIINHE
(ITpunoxenue A3.3);

- C IeTbI0 KOMITEHCAnu JedunnTa Oenka WCIOIB3YIOTCS CIEUATU3UPOBaHHBIE MPOIYKTHI Ha
OCHOBE aMHUHOKHCJIOT 0€3 MECTHOHHMHA, TPECOHHMHA, BauHa, u3oeiiimua ([Ipunokenune A3.3, A3.4).

Crnenyet moJp30BaTHCS OJHUMH CIIPABOYHBIMU MaTepUajaMH M0 XMMHUYECKOMY COCTaBY MPOAYKTOB
(B pa3HBIX CIIPAaBOYHHUKAX TAHHBIE MOTYT OTJIMYATHCS) C LENbIO MPEAOTBPAILEHUS OIIMOOK B pacyeTrax.

- B Ilpunoxenun A3.5 mpeAcCTaBieH CYTOUHBIH HAOOp NPOIYKTOB MJIsi JCTEH IOIIKOJIHHOTO
BO3pacTa ¢ METHJIMAJIOHOBOM allaeMueil, a Takxke Tabyinia NpoayKTOB OTPAaHHMUEHHBIX U Pa3peIIeHHBIX K
MIPUMEHEHHIO.

- PexoMenioBaHa koMIteHcaIus qepuIMTa OCIKa 32 CUeT CICIUATM3UPOBAHHBIX CMECCH Ha OCHOBE
AMUHOKHCIIOT, COOTBETCTBYIOIIUX BO3PACTHBIM IMOTPEOHOCTSAM B OCHOBHBIX ITHMIIEBBIX BEINECTBAX M
SHEPIUH, HO HE COJCpPKAIIUX METHOHUH, TPCOHUH, BAJIMH, U30JICHIIMH BCeM MmanueHTaM ¢ MMA, ¢ 1esbio
oIIePsKaHus aJIeKBaTHOTO HYTpUTHBHOTO craryca [1, 4, 16, 50].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PexoMenioBaHO oOecriedeHre JHOCTATOUYHON YHEPrEeTHUECKOM IEHHOCTH PallMOHa B OCHOBHOM 32
CUeT YIVIEBOJOB BceM mamueHTaM ¢ MMA ¢ [enbi TOJJiepXKaHus TPOIECCOB aHaboim3Ma |
[IPEIOTBPAILECHHs Pa3BUTHS IIPOLECCOB KaTaboausma [1, 4, 19].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMeHI0BaHO orpaHuyYeHne KBOThI KHUPOB 10 50-60% OT BO3pACTHBIX CYTOUHBIX HOTPEOHOCTEH
BceM mnamveHraM ¢ MMA ¢ nenpro NpefoTBpalIeHUs HAKOIUIEHHS METHJIMAJIOHOBOW KHCJIOTBI —

MPOJIyKTa B -oxucnenus ’KUPHBIX KHCJIOT C HEYETHBIM YKCIIOM aTOMOB yrieposa [1, 4, 16].
VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)
KoMMeHTapuu: B KadyecTBE HCTOYHHUKA JKHpa MPEANOYTUTEIbHEe HCIOIB30BaTh PACTUTENbHBIC
Macia, cojepiKallue TOJWHEHACHIIIICHHbIE >KUPHBbIE KHUCIOTHI (parcoBoe, JIbHSHOE, OJIMBKOBOE,
MOJICOJTHEYHOE U JIp.)

- PexoMenoBaHO o0OecrieueHne Bcex MMalfMCHTOB C MMA A0CTAaTOYHBIM KOJIHUYCCTBOM XHUJAKOCTHU C
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1EJIBE0 MTPO(GUIIAKTUKY HAPYIICHUs BOIHO-3JICKTPOIMTHOTO Oananca [1, 16, 50, 52].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexomenpoBan Bcem mammeHtam ¢ MMA apoOHbIi mpueM nHIM 0€3 UIMTENbHBIX HOYHBIX
NepephIBOB BO M30SKaHKUE TOJIOJaHuUs, 0COOCHHO JIETSAM IPYJHOTO M paHHero Bo3pacra [1, 4, 16, 50, 52].
VpoBenb yoeautensHOCTH pekoMeHnanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

3.1.2. MeankamMeHTO3HOE nevyeHue

- PexomennoBaHno 1mpu ycraHoBieHuu JuarHo’a MMA < npoBecTM 1poOHOE  JieUeHHE
#rmanokoOasiaMuHOM™* st ompenenenus ¢GopMbl  3a0oneBaHus — Bio-pesuctenTtHas wium  Bio-
gyyBcTBUTEMbHas [1, 11, 17, 50].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4)

KoMMeHTapuii: ¢ 3Toi 1enbio Ha3HavaloT KOpoTKUui Kypce (8-10 nHei) #umanokoOanaMuHa™ ™ B n1o3e
1 Mr/cyr moa KOHTpPOJIEM OJKCKpPEIMH METHUIMAJIOHOBOM KHUCIOTHI (M3MEpSIOT B oO0pas3lax Mouw,
coOpaHHbIX Yepe3 AeHb B TeueHue 8-10 mueit). Camxenue Ha 50% u Oojiee OT MCXOTHBIX YPOBHEH
CBUJETENLCTBYET O Biz-3aBucumoii ¢popme Gomnesnu. [letsim ¢ ycraHoBieHHOU Biz-3aBucumoit gpopmoit
MMA Ha3Ha4aroT JIUTEITbHOE JICUCHHE #IIMaHOKOOaTaMuHOM**, o3a moa0upaeTcsl HHAUBUIyadbHO, B
3aBUCHMOCTH OT KJIMHUYECKMX M OMOXMMHYECKHX mapameTpoB [1], Hampumep, 30 mr kaxmsie 2 win 4
Henenu [29]. bonee a3 dexkTHBHO MpuMeHeHHe akTHBHBIX (opM BuTamuHa (B PD 3apeructprpoBaHbl Kak
OMOJIOTMYECKHU aKTUBHBIE H00AaBKM) — I'MApPOKCOKoOanaMuHa (rujpokcukoOanamuna) (1-14 mr/Hen B/m)
[30].

Jaxe B cimydae Bio-3aBucHMON (GOpMBI, MalMEHTaM JOTOJHUTEIHHO HA3HAYAIOT JUETHYECKOE
JIeYEeHHE C YMEPEHHBIM OrpaHUYEHUEM OelKa HaTypaJbHBIX IPOAYKTOB, IOJ KOHTPOJEM YpPOBHS
IIPONMOHWIKAPHUTHHA B KPOBU U OKCKPELIUU METHUIMAJIOHOBOM KUCIIOTBHI.

- PekoMeHI0BaHO Ha3HauYeHHE H#IIEBOKAPHUTHHA BCeM MarmeHTam ¢ MMA ¢ 1enpio MOBBIIIEHUS
BBIBEJICHUS] TOKCUYHON METUJIMAIOHOBOM KHUCIIOTHI M JMKBUAAIIMHU HEJAOCTATOYHOCTH KapHUTHHA [1, 4,
16, 50].

YpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KommenTapun: #1eBokapHUTHH Ha3Hadaercs u3 pacdeta 100-200 mr/kr/cyt B 2-4 mpuema, /103a
KOPPEKTUPYETCS B 3aBUCHUMOCTH OT KIMHMYECKOTO OTBETa M ypPOBHS KapHUTHHA. Tepamusi MpOBOAUTCA
MIPaKTUYECKU HeMpepbIBHO. B nmepuon Mmetabonnueckoro Kpu3a U OCTPOi TUIIEPAMMOHUEMUH 7032 MOYKET
obITh yBenuueHa 10 300 mr/kr/cyr. OgHako rpymmna SKCIEpPTOB MpeiaraeT He MPEeBbIIIATh CYTOUYHYIO
103y #11eBOKapHUTUHA BbIme 12 T i B3pocibix [1].

- PexomennoBano BceM nauueHtaMm ¢ MMA Ha3zHaueHHE aHTUOAKTEPHAIBHON Tepanuu C LEINbIo
KOPPEKIIMU 0OMEHA BEIISCTB MyTeM HOpMAaTU3alii KUIeyHOi MukpoouoTsl [1, 4, 16, 50].

VpoBenb yoeautenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHTapuu: y4uTbhiBas, 4YTO OKOJO 25% mNponMOHAaTOB OOpa3yloTCsl MOJ — BIMSHUEM
KHU3HEIEATEIPHOCTH KHUIIEYHOM MHUKPOOHOTHI, JIOTMOJHUTENIBHBIM CHOCOOOM KOPpEeKIMH oOMeHa
ABIISICTCS aHTHOAKTepUaIbHAsl TEpanus C LENbI0 IOJAaBJIEHUS AKTUBHOCTU IAaTOTE€HHBIX M YCJIOBHO
MATOreHHbIX MHUKpOOpranm3MoB. HasHauaioT kypcel #merponupazona**, B moze 10-20 mr/kr/cyt B
teuenue 10-14 nHeii; udepe3 3-4 Henmenu Kypc HpH HEOOXOJUMOCTH TOBTOPSIOT WM, B Cilydae
HEMEepeHOCUMOCTH #METPOHUAA301a™* WM yepeayroT ¢ #MeTpoHuAa30I0M** ¢ unTepBaiom 1 mecsn —
#amokcumuune** (50 mr/kr) wnn #Ko-tpumokcazon [Cynbdamerokcazon + Tpumeronpum]** (20
mr/kr) [1, 31, 32, 50]. YepemoBanue mpenapaToB HEOOXOAUMO Ui NPOPHUIAKTUKH Ppa3BUTHS
PE3UCTEHTHOCTH MHUKPO(DIOPHl K aHTUMUKPOOHOW Tepamuu. Bo wu30exaHue pa3BUTHS KOJIOHMH,
YCTOMUYUBBIX K JIEKAPCTBAM, PEKOMEHIyeTcs 1-2 HeZenu Tepanuu, yepeays ¢ 2-3 HelelssMu NepephiB WIn
yepenys KakIbld Mecsi. MoxeT ObITh TOJE3HO NpUHUMaTh 100aBku ¢ mnpoouotukamu (AO7FA:
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[TpoTuBOAMapeiiHble MUKPOOPraHu3Mbl) (M30eras Tex, KOTOpbIe COAep)KaT OaKTepuu, MPOAYLHUPYIOLIIE
NPOIMOHOBYIO KHCIIOTY), 4YTOOBI BOCCTAHOBUTH U COAJTaHCHPOBATh KHIeuHyro (iopy [1].

- PexomenmoBanbl mnamumeHtraMm ¢ MMA 10 TOKa3aHUSM BUTAMUHBI M TIOJIMBUTAMUHBI C
MUHEPAJILHBIME BEIIECTBAMHU (CoJepKamue KoJieKanbiudepon**, nmnanoxobamamua™*, (dosmeByro
KACIOTY** mpemaparbl IUHKA, NpenapaThl celeHa W JPYyrue) B BO3PACTHBIX JO3MPOBKAX C IENIBIO
KOPPEKLIMU HyTPUTHBHOTO cTartyca [1, 4, 16].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexomenpoBano mamuentam ¢ MMA HMEOIMM XPOHUYECKYIO TUIIEPAMMOHUEMUIO HAa3HAYEHUE
npenapata  AI6AAOS5  kapraymoBass ~ KMCIOTa  C  LETBIO  TPEAOTBpAIICHUS  Pa3BUTHS
rUIoOaMMOHHEMHUYECKHX cocTosHui [39, 50].

YpoBeHb yOeAUTEILHOCTH PeKoMeH 1aIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KommenTapuii: MOBBIIIEHHBIM YPOBHEM aMMOHUS B IUIa3M€ KPOBH y HOBOPOXKIEHHBIX CUUTACTCA
ypoBeHb Oosiee 150 mmomnw/n (> 260 mr/mn), y merei crapiiero Bo3pacta M B3pochbix — 6osee 100
Mmoot/ (175 wmr/mn) [40]. Tlo ngaHHBIM JUTEpaTypbl YPOBEHb aMMOHHS, TPEOYIOIIMA Ha3HAYCHHS
KapriIyMOBOW KHCIJIOTHI, cOCTaBisieT oT 142 +/- 46,495 mxmons/n. KapriiymoByr0 KUCIOTY Ha3HA4YarOT B
no3upoBke 100-250 mr/kr. BeisiBIeHO NOCTOBEpPHOE CHHMKEHUE YPOBHS aMMOHUS B IJIa3M€ KPOBU IPHU
JUINTETHHOM JIEYEHUH KaprilyMOBOM KHUCJIOTOW UM CHIDKEHHE 4YHCla 3IMH30JI0B THIEPaMMOHHEMUH,
Tpebyromue rocnuTanusamuu [41, 42, 43].

OnpIT NMpUMEHEHUs] KapriyMOBOW KHUCIOTHI MMEETCS B pPsjie MEIyYpeKICHHH, HO KOJMYECTBO
MAlMEHTOB, KOTOPHIM MPOBOJUTCS JaHHAs Tepamusi BCE €Ile OrPaHWYEeHO, MO03TOMY TpeOyroTcs
JTanbHEHIITNE HCCIIeI0BaHuUs IS cOOpa J0Ka3aTeIbeTB 10 3 dekTuBHOCTH 3TOTO Mpemnapara [44, 45].

3.1.3. JlleyeHue naumeHTOB B Nepuos Metabonnyeckoro Kpmsa

[Ipu yrpo3e wium B cilydyae pa3BUTHS META0OJMYECKOrO KpHU3a JIEYEHHE JOJDKHO HAYUHATHCS
HEe3aMeIUTETHHO.

JleueOHble MEpONPUITHS HANPABJICHBI HA MpEKpalleHue 00pa30BaHUs U HAKOIJICHUS TOKCUYHBIX
OpraHMYECKUX COCJIWHEHUW M BBIBEJCHHUE MX U3 OpraHu3ma. TakTHKa JiedeHHs JeTei B Mepuo] Kpusa
BKJIIOYAET KOPPEKUUIO JAUETOTepaliui, BbIBEACHHE HAKAIUIMBAIOUIUXCS OPraHMYECKUX KHCIOT,
KOPPEKIMI0 METa0OJUYEeCKOro aluao3a, THIEPAMMOHHEMUH M BOJHO-3JIEKTPOJIMTHBIX HapylIEHUH,
SHEPreTUYECKYIO MOUICPKKY M CHIDKCHHS HHTCHCHBHOCTH IPOLIECCOB Katabonu3ma [1, 2, 4].

- PexoMeHsi0BaHAa SKCTpPEHHAs TOCHHUTAIW3AIMS W BBIIOJHCHUE MEPONPHIATHH IO KOPPEKIHN
JMETOTEPAIMU U MPOBEJICHUIO MHTCHCUBHOW Teparuy BceM manueHTaM ¢ MMA nipu yrpose wid B ciiydae
pa3BHUTHS METa0OJUYECKOrO KpH3a C ICJIbI0 HE3aMEIJIUTECIIBHOTO MTPOBEICHNS MHTCHCUBHOM Tepamuu U
peA0TBPAICHHS )KU3HEYTPOXKAIONINX ociaoxueHui [1, 4, 16, 50].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb T0OCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KoMMeHTapuu: npy HATHMYUH JTF000T0 U3 PaKTOPOB, CIIOCOOHBIX CIIPOBOIMPOBATH META00IMUSCKUI
KpH3, HEOOXOJMMO PaCCMOTPETh BOIIPOC O Ha3HAYCHUU MH(Y3MOHHOM TEpaInu.

®dakTophkl, CIOCOOHBIE CIIPOBOLIMPOBATh META0OTUUECKUN KPHU3.

- TpHeM THIIEBbIX OENIKOB W KUPOB B KOJMUYECTBE, MPEBBIIIAIOINIEM TOJEPAHTHOCTh OPraHU3Ma
00JIbHOTO peOeHKa;

- HeJloelaHue, HU3Kask KaJOpUIHOCTh PallloHa;

- MUHTEPKYPPEHTHBIE PECIUPATOPHBIC WU KENTYyA0YHO-KHUIIeYHbIe MH(EKIIMOHHBIE 3a00JeBaHUs U
npyrue (GakTopbl, MPOBOLUPYIONIUE KaTab0IH3M;

- TIOBBIIIICHUE TEMIIEPaTypPhl TENa;

- aHeCTe3Usl, XUPypPTHUUECKre BMEIIaTebCTBA.
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- PexomeHnioBaHo mampenta ¢ MeTaboIMuecKuM Kpu3oM Ha (poHe MMA mepeBecTH Ha NHUTaHUE
UCKITIOUYUTENFHO CMEChI0 aMUHOKHCIIOT 0e3 M30JIeiinHa, METHOHMHA, TPEOHWHA U BalMHA, HO He OoJee
yeM Ha 24-48 4acoB ¢ IeJIbI0 CHIDKCHHS 00pa30BaHus TOKCHUHBIX MeTabouToB [1, 4, 16, 50].

VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: mnpu HalMuuu CpbITMBaHMM, pBOTHI, OTKa3a OT €Ibl — KOPMJIEHHE uepe3
HA30racTPaIbHBIA 30H]] MU TacTpoCToMy (yctaHoBKa ractpoctoMbl) [1]. CoOuroaats pexuM IpOOHBIX U
4acThIX KOPMJIEHUN U U30€raTh JJIUTEIBHOTO TOJIO0AAHHUS.

- PexoMeHZI0BaHO B METa0OJIMYECKOM KpHU3€ CHHM3HTH MOTpedieHHne OOIIero MUIIeBOTO Oenka B
paroHe manueHToB ¢ MMA, CyTOYHBIH YpOBEHb O€lika — SKBHBAJICHTA JOJDKCH OBITH HE HHUXKE
0€30MacHOTO ypOBHS, MpPH 3TOM OOECHEUYUTh BBICOKOKAJOpPUIHOE NuTaHue (Tabiuua 2) C LENblo
CHIDKEHHS 00pa30BaHusl TOKCHYHBIX MeTabomToB [1, 4, 16, 50].

YposeHb yoeautenbHOCTH pekomeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: 3HEproneHHOCTh MUY U BBOJUMOM JKUIKOCTH MOBBIIIAIOT 33 CUET HCIOJIb30BAHUS
5-10% nekcTpo3bl™ ™, IIIIOKO30MOIMMEPHBIX PACTBOPOB (MANbTOAECKCTPUH) B JIOTIOJHEHHWE K CMECH Ha
OCHOBE aMHUHOKHCIIOT; pacdeT MPOU3BOJUTCS HUCXOJS U3 KajopuiiHOcTH | T yriaeBoaoB = 4 kkam, 1 r
MaJbTOJEKCTPUHA MpUpPaBHUBAETCA K 1 T yrieBoaoB. Bo3aMoxkHO mapeHTepallbHOE BBEICHHE YIiIeBOJOB
(5-10% nexcTpo3br**), a TakxKe JUMUIOB 10 | I/Kr/CyTKH;

Tabnuma 2. be3omacHblil ypoBeHb NOTpeOiaeHUs Oelka M MOTPEOHOCTh B SHEPruu y Jerei
Pa3INYHOrO BO3pacTa ¢ METHJIMAIOHOBOI alfiieMuel B Ieproa MeTaboIndecKoro kpuza <1>

<1> — amanrupoBano u3 Matthias R Baumgartner et al. 2014 [1].

Bo3spact 0-12 mec 1-3 roma 4-6 ner 7-10 ner 11-18
OOt 6esToK I/Kr/cyT 1,8-1,31 1,3-1,2 1,1-1,0 1,01-0,99 1,14-0,99
OHeprus 150-120 110-80 80-70 60-40 60-50
Kxan/kr/cyrku
XKunkocTsb 120 100 1200-1500 1500-2000 ot 2000
(B T.4. BOJa, pacTBOPHI ISl | MII/KT/CYT | MII/KT/CYT | MJI/CyT MJI/CYT MJI/CYT
MapeHTEPAITLHOTO MTUTAHMSA)

- PexomenmoBano uepe3 24-48 wyacoB TOCIE OTMEHBI HaTypallbHOro Oenka (B mepuof
MeTaboJaMueckoro Kpusa) mnanueHtraM ¢ MMA 1OCTeNeHHO BBOJAWUTH MPOAYKTHI, COAepIKaliue
HATYpaJbHBII OCJIOK C LEIbI0 MPEIOTBPAICHHS HYyTPUTUBHOM HepocTaTouHocTH [1, 2, 4, 16].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTtapuu: McToyHMKOM HaTypanbHOro Oeika Aisi JeTeil MepBbIX IIECTH MECSIEB YKU3HU
SBJIIETCS MAaTEPUHCKOE MOJIOKO/IETCKasi MOJIOUHAsI CMECh, JIJIS IETE€H BTOPOTO MOIYTOAMS KU3HH — TaKKe
HU3KOOEIKOBBIE MPOIYKTHI MPUKOpPMA, JUId JeTel craplie roja — HU3KOOENIKOBBbIE HaTypallbHbIE
MPOJYKTHI (KPYIIbI, OBOIIM, (PYKTHI, paCTUTENbHbIE Macja) U CHeHUalU3HUpOBaHHbIE HU3KOOEIKOBBIE
MPOJIYKTHI HA OCHOBE Kpaxmaios [1].

- PexomenmoBaHo manueHTaM B MeTabomuueckoM Kpu3e Ha ¢done MMA npuMeHATh
TJIFOKO30TIOJIMMEPHBIE PAacTBOPHI (MallbTOJAEKCTPUH), a TaKkkKe HHU3KOOENKOBbIE MPOAYKTHI Ha OCHOBE
KpaxmMaJa Jjist [oiIep)KaHusl COOTBETCTBYIOIIEH HEPreTHUECKOM IEHHOCTH parrona [1, 2, 4, 16].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMeHnTapun:

KonnuectBo pactBopa AEKCTpO3bI*™ ciieqyeT ompenensiTh B COOTBETCTBHHM C OOIIMM CYTOYHBIM
NOTPEeOICHNUEM JKUAKOCTH, COOTBETCTBYIOLIUM BO3PACTY.
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[Ipumeuanue.
Hymeparnus Tabnui 1aHa B COOTBETCTBHH € O(DUIIMATBHBIM TEKCTOM JIOKYMEHTA.

Tabmuma 1. O6beM )KUIKOCTH B pacTBOpa NIEKCTPO3BI™ * MpH pa3BUTHU METabOJIMYECKOTO KpH3a

Bospact | % nekctposer** O6beM xuaKocTH (MI1) B IEHb Yepe3 poT
(;ter)
0-1 10 120-150 mur/kr
1-2 15 120 mur/kr
2-9 20 Ipu Bece o 10 kr — 100 ma/kr, 11-20 Kr — Ha TIEpBBIE ACCATH KHUIIOTPAMM

100 mur/kr, Ha cienyroniue necatb kumiorpamm 50 Mir/kr, pu Bece OoJiee
20 xr — Ha TIepBBIe AecaTh Kunorpamm 100 Mur/kr, Ha claeAyromue AeCITh
kmiorpamm 50 my/kr, nociue 30 kr — 25 mu/kr

Crapme 10|25 ITpu Bece 1o 10 kr — 100 ma/kr, 11-20 Kr — Ha TIEpBBIE AECATH KHUIIOTPAMM
100 mur/kr, Ha cienyromniue necatb kumiorpamm 50 Mir/kr, pu Bece OoJtiee
20 xr — Ha miepBbIe AecaTh Kunorpamm 100 mur/Kr, Ha cleAyromue AeCITh
kmitorpamm S0 mi/kr, mociue 30 kr — 25 mu/kr

- PexoMeHZI0BaHO yBeNmMYEHHUE J03bI #JIEBOKAPHUTHHA IMMAllMEHTaM B METa0OJMYEeCKOM KpH3e Ha
done MMA st noBbitenus 3¢pdextuBroCTH Tepanuu [1, 2, 4, 16, 50].

VYposens yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMmMeHTapun: #1eBOKapHUTUH Ha3zHadaroT OoytocHO He MeHee 100 MI/Kr macchl Tena W Janee
OCTaBJAIOT  mojjepkuBaromyro  a03y 100  wmr/kr/cyrku. st moBeimeHus 3G EKTUBHOCTH
MPEANOYTUTEIBHO BHYTPUBEHHOE WJIM BHYTPUMBIIIEUHOE BBEICHHUE IMpenapara ¢ LeNblo MOJJIepsKaHus
collep’kaHus CBOOOJHOTO KapHUTHMHA B KPOBHM BBIIIE€ HOPMaJbHBIX 3HAYeHHH. DTO obecrneuuBaer
JNETOKCUKAIIMOHHYIO (YHKIMIO KAapHUTWHA, YIYYIIaeT CBS3bIBAHWE M BBIBEJCHHE M3 OpraHusma
TOKCUYHBIX MPOMHOHOBBIX MPOU3BOAHBIX. [IpM HCHOIB30BaHUU BBICOKHX J03 BO3MOXHO pa3BUTHE
3¢ dexToB B BHUAEC TOIMHOTHI M HEMPUATHOTO 3amaxa (ModYa, JbIXaHHE, TOT). YKa3aHHBIC SBICHUS
MIPOXOJIAT MOCJIe CHIKEHUS A03bl. B mepuoi MeTaboamueckoro Kpusa U OCTpoid rurepaMMOHU EMUH 71032
MOkeT ObITh yBenmumyeHa A0 300 wmr/kr/cyr. OgHako HE CTOUT MPEBBIIATh CYTOYHYIO J03Y
#neBoKapHUTHHA BbIe 12 T A7t B3pOCIIbIX MaueHToB [1].

- Pexomens0BaHO BHYTPUBEHHOE BBEACHHE pacTBOpa JAEKCTpo3bl** marmentram ¢ MMA B
COCTOSSHUM METa0OJIMYeCKOro KpH3a C IeNbl0 BOCIOJHEHHUS DJHEPreTUYecKoro aepuiuTa u
Ipe0TBPAICHUs Pa3BUTHS HEBPOJIOTHYECKUX Hapyiienuii [1, 2, 4, 16, 33, 34].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: BHYTpUBEHHOE BBEICHHME PAcTBOpa JEKCTPO3bI™* U3 pacuera: HOBOPOXKICHHBIC U
netd 1o 1 roga 8-10 mr/kr/muH, ot 1 10 3 jmer 7-8 Mr/kr/mMuH, oT 4 1o 6 net 6-7 Mr/kr/mMuH, ot 7 10 12
neT 5-6 mr/kr/mMuH, ctapie 12 et 4-5 Mr/kr/mMuH, B3pocible — 3-4 Mr/kr/MuH. [Ipu CHHOKEHUH TIIFOKO3bI
HUXKE 2,5 MMOJIB/T B KPOBU HEOOXOAUMO BHYTpUBEHHOE cTpyhHOe BBeneHue 10%-25% nexctpossr** u3
pacuera 2-3 MII/KT, Janee MEepexoAsT Ha BHYTPHBEHHOE KamesibHoe BBeleHue 10% pekcTposbl™* co
CKOPOCTBIO 7-9 MI/KI/MUH 70 HOpMalu3allii YPOBHS TJIIOKO3bI B KpoBH. Ha3zHaueHue MeKCTpo3bI** He
TOJBKO BOCHOJHSET TKAaHEBOW OJHEpPreTHMYecKuid AeUIUT, HO M TMOJABISET JHIONM3 U CHUXKAET
MPOIYKIIMIO TOKCUYHBIX IEPUBATOB KUPHBIX KUCIIOT.

HeoTnoxxHyro BHYTPUBEHHYIO T€PAMHIO ClIeyeT HaYMHATh KaK MOKHO PaHBIIIE MPU 00JIe€ TKETBIX
COCTOSIHUSIX, C BBICOKOI TeMIiepaTypoi, MOBTOPSIIONIEHCS PBOTOM UITH TSDKEIBIM TaCTPOIHTEPUTOM.

PacTBOpB! 11 BHYTpUBEHHBIX MHOY3ul, copepxkamue 10% pexkcrpozy** (umm Ooisee) ciemyer
WCIOJIb30BaTh Ja)K€ MPU HOPMAIILHOM YpPOBHE TIIOKO3bI B KpoBU. Ecim y marmueHTa pa3BHUBaeTCs
3HAYUTENIbHAS TUIIEPTINKEMUS C TIIIOKO3YpUel M UMEIOTCS TPU3HAKH METa00IMUeCKON NEKOMIICHCAIIUH,
TO CJEIyeT pacCMOTPETh BO3MOXXHOCTh Hauyala BBEJCHHs MperapaTa TPYIIbl "WHCYIUHBI KOPOTKOTO
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JICUCTBHS M MX QHAIOTU Uil WHBEKIMOHHOTO BBEICHHsA" BMECTO CHWXKEHHS CKOPOCTH WH(Yy3un
JEKCTPO3bI**, crnocoOCTBYS aHAOOIMYECKOMY COCTOSIHUIO. YPOBEHb Mperapara TpyIbl "HHCYIHHBI
KOPOTKOTO JICHCTBUST M MX QHAJIOTH JUIi HMHBEKIMOHHOTO BBEJACHHS" CIIEAyeT TUTPOBATh, YTOOBI
MOJIICP>)KUBATH YPOBEHbB IITIOKO3BI B KPOBH 5,5-8,3 MMoutb/1 (100-150 mr/mn).

Crenyer OTMETUTh, 4TO MH(QY3Usi 00Jiee KOHICHTPUPOBAHHOTO pacTBopa AeKCTpo3b** (15-25%)
npu 0oJiee HU3KOM CKOPOCTH MH(DY3UHU TOCPEACTBOM IICHTPAIBHOIO KaTeTepa MOXKET OTpeO0BaThCs IPH
HEJOCTAaTOYHOW cepaedHod ¢yHkumu. Kpome Toro, cieayer coOMogaTh OCTOPOXKHOCTH —IIPH
NPEKPAIICHUH BHYTPUBEHHON MH(PY3UM — HEOOXOAMMO MEIJICHHO CHIKATh CKOPOCTh, YTOOBI M30EKATh
COCTOSTHHSI PEaKTHBHOM runoriiukeMuu [28].

- PexomennioBano: nanuentam ¢ MMA nipu MeTaboiandeckoM Kpu3e HazHadeHue pactBopa Harpus
ruipokapOoHaTa** ¢ 1eNbi0 KOpPEeKIMyu MeTaboIrnueckoro ampmo3a [1, 35].

YpoBeHb yOeaUTEIbHOCTH JJ0Ka3aTeIbeTB — C (YPOBEHB JJOCTOBEPHOCTH JI0KA3aTEIILCTB — D)

KomMeHnTapuu: Hatpusi ruapokapOoHar™* mnpumensierca B Buzae 8,4% u 4,2% pactBopa ais
ymoOcTBa mepepacueTa Ha MMOJIb Hartpus ruapokapOoonat** (NaHCOsz). Ero mo3upoBka (MMOJIB) Uist
4,2% pactBopa onpenensercs o dpopmyiie: (-BE) x macca tena (xr) X 0,3 [35].

Kpome Toro, manmeHtam HeoOXOJMMO IIEIOYHOE MUThE — PAacTBOP COJbI U3 pacuera Y2-1 uaiitHas
Joxka Ha 200 ma BOABI, WIEJIOYHBIE MHHEPAJIbBHBIE BOJABL. B cllydae IeKOMIEHCHPOBAHHOIO
MeTa0OJIMIEeCKOTO alHI03a, HE TOJJAIOIIErocs MEINKaMEHTO3HOW Teparnu, IPOBOIATCS METOMIbI
AKCTPAaKOPHOPaIbHOH KOPPEKIMH TroMmeocTasa (Hampumep, remoaunaduibTpalus MpojuieHHas (BEHO-
Beno3Has)) (cm. 1. 3.3) [36]. B 3aBHCHMOCTH OT TSDKECTH COCTOSIHHSI, B CPEIHEM, Kaxable 6-12 wyacoB
CIIelyeT KOHTPOJIMPOBAThH TMOKA3aTENIM KHUCIOTHO-OCHOBHOTO COCTOSIHUSI KPOBHU (HMCCIICZIOBAaHUE YPOBHS
Oy(depHBIX BEIIECTB B KPOBH, HUCCIICOBAHNE YPOBHS BOJOPOAHBIX HOHOB (pH)), ypoBHS HaTpusl, Kanus u
MOHU3UPOBAHHOTO KaJbIUsl B KPOBH, a TAaKXKe COJAEp)KaHME JIaKTaTa (HMCCIeI0BaHUE YPOBHS MOJIOYHOM
KHUCJIOTHI B KPOBH), aMMHAaKa U IIIOKO3bI B KPOBH) € LEJbIO KOHTPOJIS JICUSHHUSI.

- PexoMeHoBaHO Ha3HayeHHE HATpus OeH30aTa (OMOJIOTMYECKH aKTHUBHAs M00AaBKa) MPH YPOBHE
aMMOHUs B KpoBH BbImie 100 Mkmoub/n marpieHTaM ¢ MMA nipu pa3BUTHH MeTa0O0JIMUECKOro Kpu3a ¢
IIENIBbI0 KyupoBaHus coctosuus [1, 16, 18, 21, 23].

VYpoBeHb yOeauTeIbHOCTH J0Ka3aTenbeTB C (YypoBEHb JOCTOBEPHOCTH PeKOMEHAaIn — 4)

Kommenrtapun: Hatpust Oenzoar (OHojormuecku akTMBHas No0aBKa) HAa3HA4yaeTcs U3 pacdera OT
250 MI/KT B CyTKH (MakcHMaibHO 110 500 MI/Kr/cyT, ecim Macca Tena mpesbimaet 20 KT 70 5,5 r/M?/cyT).
KoHTposnb ypoBHS aMMOHHUSI JIOJDKEH TMPOBOIAUTHCS Kakible 6-12 yacoB. OCyiecTBISIOT 00s3aTENbHBIN
KOHTPOJIb YPOBHSI HaTpHsl W Kanus B KpoBU He pexe 1 pa3za B 2 yaca. CorjacHO MeXIyHapOAHBIM
pPEKOMEHJALUAM IO JICYCHUIO THUIIEPAMMOHHEMHUHU II0KAa3aHO BHYTPUBEHHOE BBEICHHE IMPENapaTos,
CBSI3BIBAIOIIMX aMMOHHII, OJIHAKO B HacTosllee Bpems Ha Tepputopuun Poccuiickoit denepanuu gaHHbIE
JIEKapCTBEHHbBIE CPEJICTBA HE 3aPErUCTPUPOBAHBI.

HekoTopeie YyBCTBUTENbHBIE MMALIMEHTHI C XPOHUYECKOW TUIEPAMMOHUEMHUEH TakKe MOTyT
MOJIy4aTh MEPOPATBHYIO TEPANUI0 OEH30aTOM HATpHs, C THIATEIBFHBIM KOHTPOJIEM YPOBHS aMHHOKHCIOT
U DJIEKTPOJMTOB. DTOT MPOTOKON HE SIBISETCS CTaHIAPTU3UPOBAHHOM MPAKTUKOW, HO MOXKET ObITh
NPUMEHEH BPauyoM Ha OCHOBAHUH JIMYHOTO OTbITa. [46; 47].

- PexoMeH10BaHO Ha3Hau€HHE MpenapaToB KapriiyMoBoil kuciaoTel (A16AA0S) manuenram ¢ MMA
C LIENIBI0 CHIKEHUS ypoBHs amMonwus [38, 39, 50].

VpoBeHb yoeauTenbHoCTH goka3aTeabcTB C (YpOBEHb JOCTOBEPHOCTH PEKOMEHIAIMU — 4)

Kommenrtapuii: N-kapOaMuITIyTaMar aljocTepUYecK akTUBUpYeT KapbammidocdarcunTerasy I B
IIUKJI€ MOYEBUHBI, YTO NMPHUBOJUT K CHIXKEHHUIO YPOBHS aMMOHUs. Bbi6op no3s1 N-kapOamuiriyramara,
KOTOPBIM JOCTYNIEH B BHJE NMEPOPAIBLHOrO Ipernapara, pa3iudaercs B jJuTeparype. B uccienoBaHusax
MUHUMabHas 3¢ (eKTUBHAs 103a cocTaBuia 12,5 MI/kr/cyr, a MakCUMalbHas j103a coctaBuia 250 Mr/kr
(mmanazon 100-250 mr/kr) 6e3 kakux-i1n60 mo6ouHbiXx 3¢¢dexroB. [Ipu cTolikoil runepaMMoHHEMUU
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BO3MOXKHO Ha3HAueHHE Kak OeH30aTa HATpHs B MOHOTEPAIMH, TaK M B KOMOHHAIMM C KapriiyMOBOM
kucaoroii [39].

3.2. Xupyprudyeckoe rnevyeHue

- PexomenioBano nmauuenraM ¢ MMA 1ipu nporpeJueHTHOM TEUEHUH MaTOJIOTHYECKOTO IMpoLecca
B IIEYEHU M IOYKAX PAcCMOTPETh BO3MOJKHOCTb TPAaHCIUIAHTALIMM IE€YEHH M IOYEK MO KU3HEHHBIM
MOKa3aHUsIM (IIPOBOJAMTCS COTJIACHO PEKOMEHIANMSM I10 TPAHCILIAHTAIMY TeYeHH u moYek) [1, 4, 16, 24,
49].

YpoBeHb yOeAUTEIBHOCTH peKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KoMMeHTapun: noka3zanus Ajsl TPaHCIUIAHTALMU [€YEHU WM KOMOWHHUPOBAHHOM TpaHCIUIaHTAIUU
MIEYEHU U MOYEK B HACTOSIIEE BpeMsi HE ONpeeNeHbl, OJHaKo, Haubojee 4acTo B MHUPOBOM IMpaKTHKE
TaKOBBIMU CIy)XKaT TsKenas MeTabonuueckas JAeKoMIeHcalus, He3((EeKTHUBHOCTh MPOBOJUMOM
MeTabonnueckoil Tepanmuu. B 1O ke Bpems MMA sBisercs HamOoJiee YACThIM TOKa3aHUEM K
TpaHCIUIAHTAIlMM TI€YEHHM B JETCKOM BO3pacTe CpEAM BPOXKJIEHHBIX METAa0OJUYECKHX O0Je3Hel.
Tpancranranus mnedeHd Oblla NpPU3HAHA METOJOM  3aMECTHTENbHOM (EpMEHTHOH  Tepamnuu.
KoMOuHupoBaHHas TpaHCIUIAaHTAalMsl TE€YEHM U I[0YeK, Kak TMpaBUiIO, BBIIOJHAETCA IPHU
MIPOrPECCUPYIOLIEM HAPYLUIEHUH TOYEYHBIX QYHKIUHA MU (HOPMUPOBAHMM XPOHMUYECKOH IMOYEYHOU
HemocTatouHocTH [22, 25-27].

- PexomenioBano narmenTaM ¢ MMA BO BpeMs TOATOTOBKH K XHPYPIHYESCKUM BMeEIIATEIHCTBAM,
MPOBEJICHUST AHECTE3MOJIOTHUECKUX TOCOOMH W B CiIydasx, Korja TpeOyercs YIMHUTH IePHOJT
TOJIOJIAHMS UCIIOJIH30BaTh BHYTPHUBEHHOE BBEACHHUE PACTBOPOB JIEKCTPO3BI** M pacTBOPOB, BIUSIONINX Ha
BOJIHO-3JIEKTpOJIMTHBIA Oamanc (Kamms xmopunm + Hatpus amerar + Hatpust xmopua) ¢ 1enbio
peruapartanuu, Mpu OTCYTCTBUH TMPOTUBOMOKA3aHWK K BBEACHHIO OOJIBIINX OOBEMOB JKHIKOCTEH, U
MIPEIOTBPAICHHs Pa3BUTHsI MeTaboIrMuecKoro kpusa [1, 2, 4, 16].

Yposens yoeaurenbHoCTH pekomerauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: nHbY3nOHHAsA Tepamusi B Ciaydasx, TPeOYIONIUX YUIMHCHHS TEPHOJa TOJIOJAaHMUS,
pacTBOpaMu JEKCTPO3bI** W pacTBOpaMHM, BIMSIONIMMH Ha BOJHO-JICKTPOIUTHBIA OajaHC, BBOIATCS U3
pacdeta 8-10 Mr/Kr/MUH IS AETEH NIEPBOTO ro/ia )KU3HHU, 6-7 MI/KI/MUH — 1jis aerer ot roaa ao 10 ner,
5-6 mr/kr/muH — g gereit crapmie 10 jet, 4-5 MI/Kr/MHH — JIj1s1 B3poCibIX. Tabmuia ¢ TakTUKOU
Befenus — cM. [Ipunokenne A3.7 [1].

- PexoMeH10BaHa TacTPOCTOMHUSI JIATTAPOCKOTTMYECKUM J0CTYIIOM/TaCTPOCTOMHMS SHI0CKOTTUYECKUM
JOCTYIOM/TaCTPOCTOMHUSL UPECKOXKHBIM JOCTYIIOM/TaCTPOCTOMUSL OTKPBITHIM JOCTYIIOM, YCTaHOBKA
racTpOCTOMBI WJIM HA30TacTPaJbHOTO 30HJ]A MallMeHTaM B MeTaboJudYecKoM Kpu3e Ha ¢done MMA mnpu
HaJUYUHU PBOTHI M CPBITMBAHUS HJIM OTKa3¢ OT MpHeMa IMHIIHU C IeJIbI0 KOPMJICHUS CMEChbI0 aMHHOKHCIIOT
0e3 u3oJieiInHa, METHOHHHA, TPEOHHHA U BajuHa [1].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMeHTapuii: mo mepe HEOOXOAWMOCTH TMPOBOIMUTCS 3aMEHa TacTPOCTOMHYECKON TpYyOKH,
3aKpBITHE TaCTPOCTOMBI, YXO/I 32 Ha30TacTPAIbHBIM 30H]IOM.

3.3. Hoe neueHune

- PexomenmoBano manuentaMm ¢ MMA paccMoTpeTh BOIPOC O HEOOXOJMMOCTH MPOBEACHUS
MEPUTOHEANBHOTO AHalin3a WM TeMOJuanu3a Mpu OTCYTCTBHM OBICTPON MOJIOKUTEIBHONW peakluu Ha
WHTEHCUBHYIO TEpAaIHI0, COXPAHSIOMIEMCS KETOalMI03¢ U TUMNEPaMMOHHEMHH C IENbI0 KOPPEKIUU
JMaHHBIX cocTostHMmiA [1, 4, 16, 24].

YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KoMMeHTapuu: mepuTOHEaNbHBIA JUAM3 WIA TEeMOJIUANIN3 TPOBOAATCA C Ielbio  Oolee
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3¢ (GEKTUBHOTO BBIBEACHUS TOKCUYHBIX META0OIUTOB.

4. MepuumHcKan pea6m1MTaL|,m| n CaHaTOPHO-KypoOpTHOe Je4dYeHue, MeaouUUUNHCKUE
noKasaHunAa U NpoTuBonokKa3aHnAa K npumMmeHeHUo MetTog4oB MeaAULUHCKOMN peaGMﬂMTaLIVIVI,
B TOM 4YuUcrne OCHOBaHHbIX Ha UCNOJIb30BaHNUU NPUPOAHLIX neyebHbIX (*)aKTOPOB

- PexomenmoBano mnanumeHTaMm ¢ MMA mpoBeneHHe peaOMIMTAIIMOHHBIX  MEPOTIPHSITHH,
HAallpaBJICHHBIX HAa COLMAJBHYK aJanTalyio, I[OJIEPKAHME M  PA3BUTHE KOTHUTHBHBIX U
MHTEJUICKTYaIbHBIX pyHKINH [1].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- PexomennoBano maunueHtam ¢ MMA mnpoBeneHuE MCUXOJOTHYECKOW MOJAEPKKU U OOydEeHHs
poauTenel mpaBuUiaM OpraHU3alMy MOMOUIM U JUETOTEpalnuy B MEXKIPUCTYIHBIN MEpPHOJ U B IEPUO]
yrpo3bl MeTabosmueckoro kpusa [1, 4, 16].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

5. Mpocdwmnaktuka n pAgucnaHcepHoe HaGnwaeHwe, MeAULMHCKUME MNOKa3aHus W
NPOTUBOMNOKAa3aHUA K NPUMEHEeHUI0 MeTo40B NpodnUnakTukKm

C 01.01.2023 B Poccuiickoit denepanuu IpoOBOAUTCS PACIINPEHHBIM HEOHATAIbHBIM CKPUHHHL C
LEeNbI0 paHHEH AWAarHOCTUKMU psijia HACJIEICTBEHHBIX 3a00JIeBaHM, B TOM YMCJIE METUIMAJIOHOBOMN
alUaypun.

5.1. NMpodmnakTuka

- PexoMeH10BaHa KOHCYJIbTAllMsl Bpaya-r€HETUKA CEMbSM C OTATOLIEHHBIM aHaMHe30M 1o MMA ¢
LETBI0  Pa3bsICHEHWH T'E€HETUYECKOTO pHUCKA, OOCYKIEHUS BO3MOKHOCTEH TpEHAaTaJbHOU U
MIPEUMIUTAHTAIIMOHHOMN TuarHocTuku [1].

VYpoBeHb yoeauTenbHocTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KomMeHTapuu: yduThiBas ayTrOCOMHO-PELECCUBHBIM TUN HachenoBanuss MMA, s kaxmnoi
OepeMeHHOCTU pUCK poxkaeHust pedenka ¢ MMA cocrtasiiser 25%. C 1enpio NpoBeAeHUs peHaTalIbHON
U TOPEeUMIUIAaHTAIIMOHHOW JMAarHOCTUKH CYNPYKECKOW mape MpelBapUTeIbHO HEOOXOIUMO MPOUTH
o0cie0oBaHUE Ha T€TEPO3UTOTHOE HOCUTENIBCTBO MATOT€HHBIX/BEPOSATHO-TIATOT€HHBIX BAPUAHTOB B I'eHaX
MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, o0patuBuuchs B
CHelHaTM3UpPOBaHHbIE AMATHOCTUYECKUE JabopaTopud U MEOUIMHCKHE IeHTphl. [IpeHaranbHas
JMArHOCTHKA TPOBOJUTCS MOJEKYIIPHO-TEHETUYECKUMU MeTogamu nyTem uccienoBanus J(HK,
BBIZICTICHHOW M3 OMOITaTa BOPCHH XOPHUOHA W/WIM KIETOK aMHUOTHYECKOMN KUIKOCTH W/WIH TJIOJHOM
KpPOBH.

- PexoMeH10BaHO € 1enbl0 MPO(PUIAKTUKYA Pa3BUTHS META0OIMUYECKUX KPU30B MH(GOPMHUPOBAHUE
ponuTeneil (WM 3aKOHHBIX IpeacTaBuTeneil) mnamueHta ¢ MMA o xapakrepe 3a0oJieBaHus,
MPOBOIMPYIOMKX (PAKTOPAX U MPEBECTHUKAX KPH3a, BOBMOYKHBIX €r0 TOCIeACTBHX [1].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexomengoBaHo mamueHtraM ¢ MMA npoBOAUTH NPO(UIAKTUYECKYHO BaKLMHAIMIO B
COOTBETCTBUHU C HALMOHAJIBHBIM KaJeHAApeM MNpOo(UIaKTUYECKHX MPUBHMBOK C LENbI0 (POPMUPOBAHUS
3pPEeKTUBHOIO UMMYHHOI'O OTBETa OT MH(EKLNI U MPEeJOTBPALICHNUS Pa3BUTHSI META00IMYECKHX KPH30B
[1, 31, 54].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuu: BakIMHAIMIO HEOOXOJMMO MPOBOAUTH B TOM 4YHCIE TMPOTUB TpUMNA H
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POTaBUPYCHON MH(EKIUU, MPU HEOOXOIUMOCTH — M IPYTHUMH BaKIIMHAMH, C COOJIFOJICHUEM BO3PACTHBIX
OTpaHUYECHUH HUMMYHOOHOJOTHUYECKHX IpernaparoB Ha ()OHE CTPOrOro BBHIMOJHEHHUS IMETHYECKUX H
neueOHBIX Ha3HaYeHWH. BakuuHammio 1enecooOpa3HO MPOBOMUTH IMOJ KOHTPOJIEM CHELUAIHCTOB,
HUMCIOIIINUX OIIBIT pa6OTBI C ManueHTaMu C MeTa6OHI/I‘-IeCKI/IMI/I 6OJ163H$IMI/I. B MOCTBAKIIMHAJIBHOM IIEPUOAC
CJICOAYCT MNPHUCTAIBHO Ha6J'IIOIIaTB 3a MPUBUTBIMU C IMOBTOPHBIM H3MCPCHHUEM TEMIICPATYPblI TCJId, YTO
HEO0OXO0IUMO JJIs He3aMEIITUTEIILHOTO HA3HAYCHUS YKAPOTIOHIDKAIONICH TEpaluy MPU TUArHOCTHPOBAHUH
nuxopaaku > 38,0 °C.

5.2. AucnaHcepHoe HabniogeHue

- PexomenioBaHo B mporiecce KOMIUIEKCHOTO JIEYeHUsT TaiueHToB ¢ MMA 0CyIIecTBISITh KOHTPOIIh
rokaszaTeseil oOmero (KIMHHYECKOTO) aHaldn3a KPOBH Pa3BEPHYTOro, OO0IIero Oenka, MCCIeIOBaHUE
YpOBHS albOyMUHA B KPOBH, IpeaibOyMHHa (OIpeeieHne COOTHOIIEHUSI OETKOBBIX (PaKIIUi METOJA0M
anekTpodopesa, ornpeneieHHe COOTHOMICHHsI OeNKOBBIX ()PaKIUK METOJIOM BBICOKOUYBCTBHTEIBHOTO
KaIWJUISIPHOTO 3JIEKTpodope3a), III0K03bl, PeppUTHHA, JaKTaTa (MOJOYHON KHCIOTHI), KOJTMUYECTBEHHOTO
OTIpEeNIeNICHUs] ypPOBHS AaMUHOKHCIOT B KpPOBH (KOMIUIEKCHOE OTIpeACiICHHE KOHICHTpAaluh Ha
AMUHOKHCIIOTBI W  aAIlWJIKAPHUTUHBI B KPOBH, KOMILJICKCHOE OIPEJEICHHEe KOHIICHTPAIMA Ha
AMUHOKHCIIOTHl W alWIKAPHUTHHBI B KPOBU METOJIOM TAaHJIEMHOW Macc-CIIEKTPOMETPHH), CBOOOIHOTO
KapHUTHHA, TTapaMeTpbl KUCIIOTHO-OCHOBHOTO COCTOSIHHUS KPOBH (HMICCIICJIOBAaHWE YPOBHS BOJIOPOIHBIX
noHoB (pH) xpoBu, uccnenoBanue ypoBHs Oy(epHBIX BEIIECTB B KPOBH) C LIE€TIBI0 KOHTPOJIS MOKa3aTemnei
Y OIICHKU COCTOSIHUS marienTa [1].

YposeHs yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: oOmuii (KIMHUYECKHN) aHAIN3 KPOBH Pa3BEPHYTHIN KOHTPOJUpYETCs HE pexe 1
pasza B roJl. YpoBHH METHOHHHA, TPEOHNHA, BAJINHA, U30JICHIIMHA B KPOBH B PE3yJbTaTe JIEUCHUS TOJIKHBI
ObITb MPUOMMKEHBI K peepeHCHBIM BO3PAcCTHBIM 3HadeHUsIM. (OCOOEHHO BaXHO OOECTeYHBaATh
HOPMAJIbHBIA CHIBOPOTOYHBIN YpPOBEHb AMHUHOKHCIOT C Pa3BETBJICHHOW YIiepoaHOW 1enbio. Tak,
HEJ0CTaTOYHOE MOoTpebaeHue Oenka U AePUIUT U30JeHIIMHA SBISIOTCS MPUYMHON Pa3BUTHUS TXKEIOTO
aKpoJlepMaTUTa M CIyXaT OCHOBAaHMEM JUIsl JIOTIOJTHHUTENBHOTO BBEJEHUS B pAlUMOH nuTaHus L-
m3oJieiinaa B 03¢ 50-100 Mr/cyT (MpoAyKTHI MUTAHUsA, COACPIKAITUE U30JICHIINH B J03upoBKe 50-100 Mr
B CyTKH) B 3aBUCUMOCTH OT cTeneHu neduiura. CoaepkaHue TIIMIUHA B KPOBU MOXKET ObITh YMEPEHHO
MTOBBILIECHHBIM.

- PexomeH10BaHO MaiueHTaM ¢ MOATBEP)KIEHHbIM AuarHozoM MMA B npoiecce KOMILIEKCHOTO
JIeYeHUs IIPOBOJIUTH olpeJiesieHue HOYEYHOH IKCKpELUU METHIMaJIOHOBOH, 3-
THJIPOKCUMETUIMAIOHOBOM, METHJUIMMOHHOM KHCIOT (KOMIUIEKCHOE OIpEAETICHHUE COAEpKaHMs
OpPraHUYeCKUX KUCIIOT B MOYE) C LIEJIbI0 CBOEBPEMEHHOTO MPEJOTBPALLECHHS Pa3BUTUSI METa00JINYECKOTO
kpu3a [1].

VpoBeHb yoeautenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapun: KpaTrHOCTh NpOBEAE€HUS aHAIM30B  3aBUCUT OT COCTOSIHUS — IallMEHTA.
KonuuyectBeHHOE ompeneneHHe YpOBHS aMHHOKUCIOT B KpPOBU (KOMIUIEKCHOE OIpejeieHue
KOHLEHTPALlMK Ha aMUHOKHUCIOTBI W alWIKapHUTUHBI B KPOBH, KOMIUIEKCHOE OIPEIECIICHUE
KOHLEHTPALlMM HAa aMUHOKHUCJIOTBI ¥ alUWJIKapHUTUHBI B KPOBM METOJOM TaHJIEMHOW Macc-
CIEKTPOMETPUU) — TIpU CTAaOMIIBHOM COCTOSIHUM — KaxJbsle 3-6 Mmec. B mepuon MHMEKIHMOHHBIX
3a00JIeBaHMM, METa0O0JIMYECKOrO KpHU3a OIpeielieHue YPOBHS aMHHOKHCIOT B KPOBHM M KapHUTHHOB
(KOMIUIEKCHOE ~ OTIpe/ieIeHue KOHIIGHTPAllMM Ha AaMHUHOKHUCIOTHL M alWIKapHUTHHBI B  KpPOBH,
KOMIIJIEKCHOE OIpEACICHUE KOHLIEHTpPAllMM Ha AMHUHOKHUCIOTHI M AlWJIKAPHUTHHBI B KPOBH METOJOM
TaHJIEMHOW Macc-CIIEKTPOMETPUH) OCYIIECTBIIAIOT He pexe 1 pasza B 7-10 mgueit, KILC (uccrnenoBanue
YPOBHsSI BOAOPOAHBIX HOHOB (pH) KpoBH, wHccriemoBaHue YpoBHS Oy(EepHBIX BEIIECTB B KPOBH) —
€KEJHEBHO /10 CTaOMIM3alMY TIOKa3aTeeH.

Ctpanuua 22 u3 56


http://disuria.ru/

KnuHuyeckme pekomeHgaummn — [pyrue BuAbl HapyLleHus obMeHa aMUHOKUCIIOT C pa3BeTBEHHON Lenbto (MeTunmanoHoBas
aunpemusi/Aungypust) — 2024-2025-2026 (12.07.2024) — YT1BepxaeHbl MuH3gpasom PO

- PexoMeHI0BaHO MAlMEeHTaM ¢ MOATBEPKICHHBIM JUarHo3oM MMA orpesiesieHre YpoBHsI 00IIIero
KaJbIHs, MOHU3UPOBAHHOTO KaJIbLIUs, HEOPraHUYECKOTO ocopa B KPOBH, OOILIETO MAarHusi B CHIBOPOTKE
KpPOBH, aKTUBHOCTh INEIOYHOM (ocdaraspl, uccnenoBanue ypoBHs 25-OH Burtamuua /[ B KpoBw,
WCCIIEIOBAaHUE YPOBHS MapaTHPEONJIHOTO TOPMOHA B KPOBH C IIETbIO OIEHKH METa00IM3Ma KaJbIHsS U
KOHTpOJIS ocTeonenu [1].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapuu: ucciie1oBanus MpoBOAATCS €KETOAHO

- PekoMeHIOBaHO IIaMEeHTaM C MOATBEPXKACHHBIM JuarHosom MMA omnpeneneHue ypoBHs
ButamuHa B12 (mmanokoOanaMuH) B KpOBH, UCCIIEOBaHUE YPOBHS (DOJTMEBON KUCIIOTHI, HCCIIEOBAaHUE
YPOBHs ()epPUTHHA B KPOBH C IEIIBIO OIICHKH HYTPUTUBHOTO cTaryca [1].

YposeHb yoeautenbHOCTH pekoMeHraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHnTapuu: nccienoBaHie NpoOBOIUTCS €KETOIHO.

- PekoMeHI0BaHO ManMeHTaM C MOATBEPKIACHHBIM AuarHozoM MMA omnpenesieHue aKTUBHOCTH
JIUTIa3bl B CHIBOPOTKE KPOBHU, OINPECICHHE aKTUBHOCTH MAHKPEATHUYECKON amuia3bl B KPOBH C IIENBIO
KOHTPOJISt (DYHKITHH [TOKETYI0YHOMN jKeJIe3bl © CBOEBPEMEHHOTO BBISABICHHS aHKpeaTuTa [1].

VYposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapum: ncciienoBanme NpoBOANUTCS He pexe 1 pasa B 6 Mecsues.

- PexkoMeHI0BaHO NalMEeHTaM C MOJTBEPKICHHBIM IuarHozoM MMA wuccienoBaHue ypoOBHS
KpeaTHHWHA B KPOBH, HCCJICJIOBAHWE YPOBHS MOYEBHHBI B KPOBH, HCCIEJIOBAHWE YPOBHS MOYCBOM
KHUCJIOTHI B KPOBH, HUCCIe0OBaHUE YpOBHs IcTatiHa C B KPOBU, UCCIIEJOBAHUE YPOBHS KalbIHMs B MOYE,
uccaenaoBanue ypoBHs ¢ochopa B Moue, onpeesieHne Oellka B MoUe, ONpeesieHre albOyMUHA B MOYE,
ompeniesieHue KOJMYecTBa Oelika B CYTOYHOW MOYE C IICJIbIO OIICHKU Mo4YeyHou (pyHkumu ot 1 pa3a B 6
Mec. 10 1 pa3a B roj, HauumHas ¢ 6-JIETHEro BO3pacTa WM paHee MpHU HapymIeHUH (YHKIHMH MOYEK;
uccnenoBanue (GpyHKkuuM HEPPOHOB MO KIMPEHCY KpeaTuHWHA (mpoba Pebepra) mpu OTKIOHEHHSAX OT
HOPMBI BBIIIICYKA3aHHBIX MTAPAMETPOB C LEJIbI0 KOHTPOJIS cocTostHus [1].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaiui C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: KIMpeHC KpeaTMHHMHa (CKOpPOCTh  KIyOOYKOBOM  (MIbTpalMM)  CIEIyeT
paccuuThiBaTh 1O (OpMylIe Ha OCHOBE CHIBOPOTOYHOIO KpEaTMHHMHA W IEPEMEHHOW pocTa IIo
"mpukpoBatHoi" ("bedside") dopmyne IIBapua (2009) u dopmyne IIBapua-Jlnona (2012). Ilpu
NOCTHXKEHUH 3-4 cTaguu XpOHWYECKOW OO0Je3HM MOuYeK JalibHEeiIlee JeueHUEe IMalueHTa JOJHKHO
00CYKIaThCsl C MPHUBICUYCHUEM Bpada-IeTCKOr0 Xupypra (co creruanm3aiieil mo TPaHCILIAHTOJIOTHH )
(cM. kTMHUYeckre pekoMeHaanuu "XpoHuueckas 601e3Hb ouek" (Bo3pacTHasi KaTeropus JIeTH).

- PexomengoBaHo s oOueHKH A(M(PEKTUBHOCTH JIUTEIBHOTO  JICYCHHS IMAllMEHTOB C
MOATBEPXKICHHBIM ~ JuarHo3oM MMA  wucnosib3oBaTh  pedepeHCHbIE  IMOKa3aTeNM  COJCpIKaHUs
MaTOrCHETUYECKH 3HAYMMBIX aMHUHOKHCIIOT B KPOBU M IMAaTOJOTHYECKUX MeTaboauToB B Moue [1, 2, 4,
16].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexoMeHIOBaHO MalMeHTaM C MOATBEPXKACHHBIM AuarHozoM MMA ocCyIecTBIsITh KOHTPOIb
HYTPUTHUBHOTO CTaTyca C KOPPEKIMEeHd NHTaHWS B 3aBHCHUMOCTH OT COCTOSIHMSI TAIME€HTa U €ro
TOJIEpaHTHOCTH K Oenky [1, 2, 4, 16].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

KoMMeHTapuu: KOHTposb (AaKTUYECKOTO TMUTaHHUS (XMMHUYECKOTO COCTaBa paluoHa) s
MIPEeYNPEXKACHUS PA3BUTUS AE(PUIIMTHBIX COCTOSHUI MPOBOIAT Y JeTel B peaHUMAIMIOHHOM TEPUOJIE —
©XKeIHEBHO, Y JIeTel TepBOro rojia xku3Hu — He pexe 1 paza B 7-10 gHedt, y nanmenToB ctapiie 1 roga — 1
pa3 B 1-3 mecsua.
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- PexkoMenzoBaHO perucTpamus >IEKTPOKAPAUOTPAMMEBI, MPOBEIACHHE 3XOKapauorpaduu BceM
MaryeHTaM ¢ TMOATBEPXKIECHHBIM auarHo3oM MMA exeronHo, mpu HEOOXOIUMOCTH dYaile, C IEeNbI0
JUArHOCTUKU KapJMOMUOTIATUM U HApYyIIEHUH pUTMa cepaia MU MPOBEJICHUS JICUCHUS COIIACHO
COOTBETCTBYIOIIUM KIIMHUYECKUM pekoMeHaanusm [ 1, 4],

YposeHb yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — D)

KommenTapun: mnpu HEOOXOAMMOCTH, TMpPU HAIMYAM TOKA3aHUW IS  HCCIEIOBAaHUSA —
XOJTCPOBCKOTO MOHUTOPUPOBAHUS CEPJACYHOTO pUTMA, W/WIH CYTOYHOTO MOHHUTOPUPOBAHUS
apTepUaIbLHOTO JaBJIEHUS (COTJIACHO COOTBETCTBYIOIIUM KIMHUYECKUM PEKOMEHIAIUSAM 110 HAPYIICHUSIM
pUTMa cepra W/ Wi apTePUATLHON THIICPTEH3UH ).

- PekoMeH10BaHO naneHTaM ¢ NOATBEPKACHHBIM THarHo3oM MMA npoBefieHUE yiabTPa3ByKOBOTO
UCCIIEIOBAHUS OPTaHOB OPIOIIHOM MOJIOCTU U MOYEK (YIbTPa3ByKOBOE UCCIIEI0BAHUE OPraHOB OpIOIIHOM
MOJIOCTH (KOMIUIEKCHOE), YIbTPa3BYKOBOE MCCIEJOBAHUE IIOYEK) IO IMOKA3aHUSM, B TOM YHCIE IpH
00JIIX B )KUBOTE, B CBSI3M C BOBMOYKHOCTBIO Pa3BUTHsI MAHKPEATUTOB M OpaxkeHus mouek [1, 4, 12, 13].

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 3)

KoMMeHTapun: KpaTHOCTb IPOBEACHHUS ONIPENEISETCS. UHIUBUYAIbHO.

- PexoMeH10BaHO TIpOBEIEHNE MAarHUTHO-PE30HAHCHON ToMorpaduu TOJOBHOTO MO3Ta MalMeHTaM
C TMOJATBEPXACHHBIM aUarHo3oM MMA C 1[enbi0 OIEHKH COCTOSIHHSI TOJIOBHOTO MO3ra U BBHISBICHUS
M3MEHEHHI XapakTepHbIX 11 MMA [1, 4, 15, 51].

VYpoBeHb yOeaUTEIBHOCTH PeKOoMeH 1aIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KommenTapun: nccinenoBaHusi MPOBOAITCS B TOM 4YHce s MU PepeHITnaIbHON TUArHOCTUKHA C
JIPYTMMH HacleJICTBEHHBIMU 3a0o0JieBaHUSAMU. B03MOXHO TpoBeleHHE KOMIIBIOTEPHON ToMorpaduu
rosoBHoro wmo3sra. [Ipu mpoBenenun KT/MPT romoBHOoro mosra y manmueHToB ¢ MMA BBISBISIIOT
KOPKOBO-TIOAKOPKOBYIO  aTpo(Hio, paclIMpeHHe >KEeTyJOYKOB MO3ra, 3aJepX Ky MUEITHMHHU3AINH,
MOBBIIIEHNE UHTEHCUBHOCTH CUrHasla B 00nacTu Oa3aibHbIX raHriaueB. Cienyer OTMETUTh, YTO JIaHHBIE
HapyIIEHUsT HE SBISIOTCA BBICOKOCMEUU(GUYHBIMU M MOTYT HaONIONAThCS NPU MUTOXOHAPUAIBHBIX
00J1e3HsIX, MPONMOHOBOH allAypuH, Ipyrux 3adoneBanusx. [IpoBenenne HapKo3a — MO MOKA3aHUSM.

- PexkoMennoBaHo manMeHTaM C  TOATBEPXKICHHBIM  nuarHosoM MMA  mpoBeneHue
anekTposHuedanorpadun (Mpu TUATHOCTUKE U Jajiee IPU HAMYUK CYAOPOKHOTO CHHAPOMA) C LIENIbIO
CBOEBPEMCHHOM JUArHOCTHKH U KOHTPOJIS JICYSHHUSI CYJOPOKHOTO CHHApoMa [1].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENIbCTB — 5)

KomMMeHnTapuu: Takxke npoBOAUTCS deKTposHLedanorpadus ¢ BUICOMOHUTOPHUHIOM.

- PekoMeHi0BaHO ManyieHTaM ¢ MOATBEPKACHHBIM AuarHo3oM MMA U mojo3peHneM Ha CHU)KEHHE
CIIyXa/Tipy CHIKEHUU CIIyXa HCCIeIOBaHUs CiiyXa (IIPOBEIeHUE OTOAKYCTHYECKOW SMUCCUH (TOHAIbHAS
ayIMOMETpHs, pedyeBasi ayJAuOMETpHsl, UTPOBasi ayJAHMOMETpPHsI, PETUCTPALMsI BBI3BAHHBIX aKyCTHUYECKUX
OTBETOB MO3ra Ha MOCTOSIHHBIE MOAyIUpoBaHHbIe TOHBI (ASSR TecT)) (mpu OTCYTCTBUU IKCCYAaTUBHOTO
OTHUTA) C IIEJIbI0 CBOEBPEMEHHOM TuarHoctuku [1].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: ucciienoBanus NpoBOAATCS B 3aBUCUMOCTH OT KIIMHUYECKON CUTYalUH.

- PexomenoBan npueM (0CMOTp, KOHCYJIbTaIMsI) Bpauya-o(TaabMOJIOTa NEPBUYHbBIN U MOBTOPHBIN
MAaUEHTaM C MOATBEPKAECHHBIM TuarHozoM MMA, npu Hanuuuu NMOJO3PEHHMM Ha NMOpPaKEHHE OpraHa
3peHHs, B TOM 4YHCJIE BO3MOXKHOI'O pa3BUTUS aTpO(UU 3pUTEIBHOIO HEpBa E€XKEroJHO C LENbIo
MOHHTOPHHTA COCTOSHUS U CBOCBPEMEHHOTO Ha3HAUCHHUSI CHMIITOMATHUYeCKO# Tepanuu [ 1, 4].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTENbCTB — 5)

KommeHnTapun: mnpu HEOOXOAMMOCTH BO3MOXHO IPOBEJEHHE O(TaIbMOCKOIUHN, BU3OMETPHH,
pedpakTomeTpuu, EpUMETPUHU KOMIIBIOTEPHOH, 0(TaIbMOTOHOMETPHUH, UCCIIEIOBaHMS
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[BETOOIYIICHUS, AJIEKTPO(U3NOIOTHIECKOTO HCCIEA0BAaHUS (PETUCTpAIMsI 3PUTENBHBIX BBI3BAHHBIX
MOTEHIAJIOB KOPBI TOJIOBHOTO MO3r'a), OMOMUKPO(hOTOTpaduu IIIa3HOTO JHA C UCIIOJIb30BAaHHEM (YHIYC-
KaMepbl, OMOMUKPOCKOIIUHU TJIA3HOTO JHA, ONTHYECKOTO HCCIICAOBAHMS TOJOBKU 3PHTEIBHOTO HEpBA H
CJI0s1 HEPBHBIX BOJIOKOH C ITIOMOLIBI0 KOMIIBIOTEPHOT'O aHaJIn3aTropa U Jp.). MIHTepBansl Mexay BUSUTaMU
JOJKHBI OIPEAEAThCS MHIMBUIYaIbHO C Y4Y€TOM BO3pacTa, TSDKECTH 3a00JeBaHMs, CTaOMIBHOCTH
oOMeHa BeecTB M COOIOICHUS TUETOTEPATIHH.

- PexomeHnoBaHa mpueM (OCMOTp, KOHCY/IbTallMsl) Bpada-r€HETHKa IEPBUYHBIM U TOBTOPHBIM
MarUeHTaM ¢ MOATBEPKICHHBIM JUaraHo3oM MMA ¢ 1enbi0 Ha3HAuYCHUS W KOPPEKIHUU JUCTOTCPAITHH,
JMCIIaHCepHOTo HaOmoaeHus [1].

YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KoMMeHTapuu: WHTEpPBAIBI MEXIYy BU3HTAMH JIOJDKHBI OTIPEICIATHCS HHIUBHIYATBHO C YYETOM
BO3pacTa, TSHKECTU 3a00JIeBaHUs], CTAOMILHOCTH OOMEHA BEIIECTB M COOIIOJCHUSI TUETOTEPANHNH, HO HE
pexe 1 paza B ro.

- PexoMeHIOBaH MyIbTHAMCHUILIMHAPHBIN IOJX0J] K HAONIONCHUIO W JICUYCHHIO IAlUEHTOB C
MOATBEPKICHHBIM JWarHozoM MMA crenuaiucTaMi pa3HbIX TpoQWIeH ¢ Ielblo  oOecrieueHus
KOMILTEKCHOM Tepaliy U CBOEBPEMEHHOMN €€ KOPPEKIMHK TP HeoOXxoumocTH [1].

Yposens yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KoMMeHTapuu: TalMeHThl HAOJFOMAI0TCSA, B TOM YHCIIe TIOCJEe BBIMCKU M3 CTAIMOHApa, BPauoM-
MeMATPOM, BpadOM-TepaIrieBTOM, CEMEHHBIM BpadOM, Bpa4OM-T€HETHKOM, BpadOM-HEBPOJIOTOM, BpauOM-
JIMETOJIOTOM, BPauOM-TPaBMaTOJIOTOM-OPTOTIEIOM, BpPavYOM-3HIOKPUHOJIOTOM/BPAYOM-IETCKUM
SHJIOKPUHOJIOTOM, BpPavyOM-KapAHOJIOTOM/BPAa4OM-IETCKUM  KapIHOJIOTOM, BpavyoM-0()TaIbEMOJIOTOM,
BPauOM-CypI0JIOTOM-OTOPHHOJIAPUHTOJIOTOM, BPadyOM-CTOMATOJIOTOM/BPadyOM-I€TCKUM CTOMATOJIOTOM,
BpPauOM-TaCTPOIHTEPOJIOTOM,  BPadyOM-aJlJIeProJIOTOM-UMMYHOJIOTOM,  BPauoOM-T€MaTOJIOTOM/BPadyoM-
JETCKAM TEMaTOJIOTOM, BpPadyoM-HE(PpOJIOTOM, BpadOM-ACTCKUM XUPYProM (CO CHenuatn3anuei 1o
TPAHCIUTAHTOJIOTHH), BPAvYOM-TICHXHATPOM/BPaYOM-IETCKIM TICUXHATPOM, BPadOM-PEaOHUIUTOIIOTOM,
MEIUIUHCKUM TICUXOJIOTOM, JIOTOTIEIOM-IE(EKTOIOTOM U APYTHMH.

ExeromHo mnammeHTtsl ¢ MMA  JOJDKHBI TPOXOAWTH YIIIYOJICHHYIO JUCIAHCEPU3ALHUI0 U
OCYIIECTBIISITH HEOOXOIMMBIe peabmmTanroHHbie Meponpustus (IIpunoxenun A3.6).

Popurenu momkHbI ObITH O0YYEHBI IPaBUIaM OPraHU3aluU TePAIUY B MEKIIPUCTYITHBII IEPHO U B
MIEPUOJT YTPO3bl METa0OJIMUECKOTO Kpu3a. Y peOeHKa Mmpu ceOe Bcerja JOJKHA HAXOIUThCS MaMsTKa C
YKa3aHHEM HEOTJIOKHBIX MEpPONPHUSATHA B TEPUOJ HAYMHAIOMIETOCS METa0OJIMYeCKOro Kpu3a
(ITpunoxenue A3.8).

6. OpraHusauus okasaHMA MeAULMHCKON NoMoLUm

[Ipn oka3zaHuM MEIWIMHCKOM TIOMonIM TmanueHtraM ¢ MMA  HeoOXoauMO HCHOJb30BaTh
MYJIbTUAUCHUILTMHAPHBIN MOJXO0/, YTO OOYCIOBIIEHO KaK TSKECTbIO COCTOSIHHS, TaK U TOpakKeHHEM
Pa3IMYHBIX OPTaHOB U CUCTEM.

ITarmmentam ¢ MMA, B 3aBHCHMOCTH OT HEOOXOIMMOCTH, MOXET OBITh OKa3aHa MeIUIIMHCKas
MOMOII JIFOOOTO BHJA, YCIOBUA, (GOPMBI, TPEIyCMOTPEHHBIX 3aKOHOAATEIbCTBOM Poccuiickoit
denepanuu.

Benenne nanmuentoB ¢ MMA mnpeanodTUTENbHO MPOBOJIUTH B CHEUUATU3UPOBAHHBIX ILIEHTPAX.
Crnenyert, npu BO3MOXHOCTH, HCIIOJIb30BATh CTAIIMOHAPO3aMEUIAOIINE TEXHOJIOTHH.

HeobxomumMo mpenycMoTpeTs HaOMIOJEHHE M TOCHHUTAIM3AINUI0 MAIlMeHTOB B MHOTONPO(UIIbHOE
JIITY.

[Tokazanus 115 TUIAHOBOM TOCTIUTANM3AIMHN B MEAUIIMHCKYIO OPraHU3aIUIO:

1. mpoBeaeHHWE MAMATHOCTUKH U JIeUEHUs, TpeOyrolmue MPOAODKUTEIBHOTO (IHEBHOE WIH
KpPYIJIOCYTOYHOE TpeObIBaHHE) MEIUIIMHCKOTO HAONIOIEHUS W MOHUTOPUHTA KIMHHKO-JTa00paTOPHBIX
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MOKa3aTeNeH;

2. HGOGXOI[I/IMOCTB HpOBCIIeHI/ISI pa3J'II/I‘-IHBIX BHUI0B 3KCHepTI/I3 NJIN 06CJICIIOBaHI/ISI B MGI[HL[I/IHCKOﬁ
OpFaHI/ISaI_[I/II/I HpI/I HCBO3MOXHOCTHU HpOBeI[eHI/ISI HxX B aM6yJIaT0prIX yCJIOBI/ISIX (B TOM YHUCJIC
odopMIIeHHE 3aKITI0UeHUS (eepalbHOTO KOHCHIINYMa/BpauyeOHONH KOMUCCHH).

[Toxazanust UIsl HEOTIIOKHOM/IKCTPEHHOHN TOCTIMTATN3AIMN B MEIUIIMHCKYIO OpraHU3aIUIO;

1. ocTpeie yrpoxaromue s >KA3HU U Pa3BUTUA OCJIOXHEHUU COCTOSIHHS, Tpedyromue
HEOTJIOKHOTO JICYEHHUS], B TOM YUCJIE UHTCHCUBHOM TEpAIMH, a TAKKE KPYIJIOCYTOYHOIO MEIULIUHCKOTO
HaAOJIO/ICHUS ¥ TIPOBEACHUS CIICIIUAIBHBIX BUJIOB OOCIICIOBAHS M JICUCHUS.

IToxa3aHus K BBEITTHCKE nannueHTa mu3 MGI[I/IIII/IHCKOI\/JI OpraHu3alnu:

1. OtcyrcTBHE Yrpo3bl Uil *U3HU MAllMEHTAa W Yrpo3bl Pa3BUTHUSI OCIOKHEHUH, TpeOyromux
HEOTJIOKHOTO JICUECHHUS IIPU 3aBEPIICHUE TUArHOCTHYECKUX MEPOTIPHUATHIA.

2. CraOunu3anusi COCTOSHUS M OCHOBHBIX KIMHUKO-JIa00paTOPHBIX MOKa3aTelei MaToJ0rn4eckoro
rporecca, OTCYTCTBHE HEOOXOIUMOCTH B MPOJAOJDKUTEIIBHOM MEIUIIMHCKOM HaOMI0AeHUH (JHEBHOE WU
KpYIJI0CYTOYHOE ITPpeObIBaHUE);

3. BemmonHeH miuaH oOcieaoBaHUS W JICYCHHS MAIMEHTA, JaHBl PEKOMEHIAIMU 10 JalbHEHIIeMy
HaOJIOJICHUIO U JIEYEHHUIO.

4. Heob6x0oMMOCTh TIEpeBOJIa MAIMEHTA B APYTYIO MEIUIIMHCKYIO OPraHU3AIMIO WJIN YUPEKIECHNE
COLIMAJILHOTO 00eCTIeYeHHUS.

[Ipumeuanmue.
Hymeparus noAmyHKTOB JJaHa B COOTBETCTBHH C O(PUIIMATBLHBIM TEKCTOM JIOKYMEHTA.

6.2. MpuHUKNbI OpraHM3auum MegMUMHCKON nomolum naymeHtam ¢ MMA

[TocranoBka auarHoza MMA cTaBUT MHOTO BOIIPOCOB MEPE pPOJCTBEHHUKAMU MAIlUEHTA U MEpe.
CHeIuaaIucTaMu, paboTaIOMUMHA ¢ TaKUMU TalieHTaMd. MHOTOYHUCIICHHBIE MPOOJIEeMbI, BO3HUKAIOIINE
pu 0OHAPY)KEHUH M Pa3BUTUU 3a00JICBaHUS, TPEOYIOT OpraHU3aIly Mpolecca OKa3aH!us MEIUIIMHCKOM
ITOMOIIIY MPY YYACTUU MYJIbTHIMCIUILUIMHAPHON KOMaH/IbI CIICIIHAIMCTOB.

JlaHHBIC TPUHITUIIBI JOJDKHBI COOTIOATHCS HA JTF0OOM dTare OKa3aHUs MEIUIIMHCKON MTOMOIIH, KaK
B MOMEHT IIOCTAHOBKH JUArHo3a, Tak 1 Ha JII0OOOM dTare HaOJIoAeHHs ITal[ieHTa.

1) IMarueHT 1 ero MpeaCTaBUTENH JOJDKHBI MMOJIy4YaTh MOJIHYI0 MHGOPMAIKI0 0 3a00JE€BaHUU, €TO
TEUEHUH, TATOTCHE3€e, MPOTHO3aX, OCIOKHEHUAX M METOIaX BO3MOYKHOW TEepaIuu.

2) JAunarnoz MMA mnojnpa3ymeBaeT BO3MOXHOCTh OKa3aHUS MEPBUYHOM, CIEUATH3UPOBAHHON U
MaJUIMaTUBHOM MOMOIIM Ha BCEX dTalax 3a00JeBaHus.

3) Ilpu mnocrtanoBke nuarno3da MMA, peKOMEHIyeTcsi HampaBUTh CEMBI0O K CIEIUAINCTaM,
HMMEIOIINM OIIBIT paboThl ¢ mareHTamMu ¢ MMA, o01a1aroimM COBpeMEeHHON HHGOpMAaIMEeH 0 TeYCHUH
3a00JIeBaHUS U BO3MOYKHOCTH y4acTHsI B KITMHUYECKUX UCIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX MPENapaToB
W/ TEXHUYECKHX YCTPOWCTB). B ciydae ynaneHHOCTH KOHCYNBTALMIO BO3MOXKHO MPOBOAMTH C
MIPUMEHEHHUEM TEJEMETUIMHCKUX TEXHOJIOTUN

4) Taxxe BaXHBIM SBIsSIETCS HMHQOPMHPOBAHHE CEMEH O CYIIECTBYIOMIUX OOIMIECTBEHHBIX
OpraHu3aiusax, paboTaIINUX ¢ STON TPYNIOA MaIUEHTOB.

5) K nabmrogenuro 3a manupeHToM ¢ MMA nomkHa OBITH MpPHUBIEYEHA MYIbTHIMCIUIUIMHAPHAS
KOMaH/Ja CIENHAIMCTOB B COCTaBe: Bpaya-leauaTpa, Bpaya-TepaneBTa, CEMEHHOro Bpada, Bpada-
reHeTHKa, Bpaya-HEBPOJIOra, Bpaya-JHeToJIora, Bpaya-TpaBMaToJIOTa-0pTOIEa, Bpaya-
SHIOKPUHOJIOTA/Bpavya-IeTCKOTO  DHIOKPHHOJOra, Bpada-KapJauoJora/Bpava-IeTcKoro  Kapauosora,
Bpava-o(TaIbMOJIOTa,  Bpaya-Cyp/10JI0Ta-0TOPUHOJIAPUHTOJIOTa,  Bpayda-CTOMATOJIOTa/Bpavya-aeTCKOTO
CTOMATOJIOTa, Bpaya-TacTPOIHTEPOJIOTA, Bpaua-allIeproyiora-MMMYHOJIOTa, Bpada-TeMaroJiora/Bpava-
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JIETCKOTO T'eMaToJiora, Bpaya-ICuXuaTpa, Bpavya-peadbuiInTosora, MEAUIUHCKOTO TICUXO0JIO0ra, JIOTONeaa-
nedekronora W Apyrux. Jlpyrue crnenuasucThl JOJKHBI TMPUBJICKATHCS MO MEPEe BO3HUKHOBEHUS
crenupUIecKuX mpoodIIeM.

KoMmMeHTapuu: B Kpyr o0O0si3aHHOCTEW Bpada-TeHETHKAa BXOIUT OOCIEIOBaHHWE M IOCTAHOBKA
IMarHos3a, WH(GOpPMUpOBAaHHE CEeMbH O 3a00JIEBaHUM, COCTABJICHHE IUIAHA MHOTONPO(UIBHOTO
HAOJIOJICHUS, HAONIOJICHUE 3a TAIMCHTOM, OIICHKa JUHAMHKH U CTENEHb MPOTPECCUPOBAHUS
3a00JIeBaHMST TIPH PETYISPHBIX OCMOTpaX, HAa3HAYCHHUE IMaTOTCHETUYECKOTO JICYCHHUS, KOHTPOJIbL €ro
3¢ dEeKTUBHOCTH U 0€30MaCHOCTH, MEIUKO-TCHETHYECKOES KOHCYJIbTUPOBAHUE CEMbU NIPH TJIAHUPOBAHUH
JETOPOKICHHUS C LENbI0 MPOMUIAKTUKYA POXKACHHS peOeHKa ¢ 3a00JeBaHUEM, C YUETOM OTATOLICHHOTO
aHaMHe3a.

7. OJononHutenbHaa uHdpopmauma (B TOM uucne pakTopbl, BNMAOWME HaA UCXOA
3aboneBaHUsl UNN COCTOSIHUA)

[IporHO3 cOCTOSIHHMS M YpPOBHS IICUXMYECKOIO PAa3BUTHS MalMEHTa 3aBUCUT OT TSDKECTU
3a00JIeBaHUS, HAJIUYUS MHCYJIbTOMOJOOHBIX COCTOSIHUM, BOBJICUEHUS B TATOJOTMUYECKUN Ipoliecc
BHYTPEHHUX OpraHoB (IOYKH, cepAlle, TMOKeTyAo4yHas JKejle3a), a TakkKe CpPOKOB Hayaia
CHEelMaM3UPOBAaHHON Tepalmuud M KayecTBa JIEYEHHS, CIOCOOHOTO MPEayNpeauTh PUCTYIIbI
MeTaboIN4YeCKON AEeKOMITEHC Al K.

Kputepum oueHKu KayectBa MeAULIMHCKOW MOMOLLM
N Kpurepun kauectsa Onenka
BBITTOJTHEHU S
1. [IIpoBeneHo ompeeneHNE aMUHOKUCIOT U allUIKapHUTHHOB B cyxoMm msitHe | JIA/HET
KpOBM  METOJOM  TaHIEMHOW  Macc-CIIEKTPOMETpUU  (KOMIUIEKCHOE
Ompe/ieJICeHuEe KOHIIEHTPAMA Ha aMUHOKHCIIOTHI ¥ allWJIKAPHUTHUHBI B KPOBU
METO/IOM TaHJEMHOW Macc-CIIEKTPOMETPUHU) BCEM JETAM C KIMHUYECKUMU
npusHakaMu MMA, a Taxke OECCHMMITOMHBIM HOBOPOXKJIEHHBIM TIpHU
MPOBEJACHUM HEOHATAIBHOTO CKPUHUMHIA B paMKaxX pPACIIUPEHHOIO
HEOHATaJbHOI'O CKPUHUHIA
2. |IIpoBeneHo ompenerncHUEe aMUHOKUCIOT U allMIKapHUTHHOB B cyxoMm msitHe | JIA/HET
KpOBM  METOJOM  TaHJAEMHOW  Macc-CIIEKTPOMETpUU  (KOMIUIEKCHOE
OIpe/ieJICHUE KOHIIEHTPALMHY HA aMUHOKHUCIIOTHI M allMJIKAPHUTHUHBI B KPOBU
METO/IOM TaHJEMHOW Macc-CIIEKTPOMETPUHU) BCEM B3pOCIBIM MAI[UEHTaM C
KJIMHUYECKUMU npru3Hakamu MMA

[Ipumeuanwue.
Hymepanus nyHKTOB JaHa B COOTBETCTBUHU C O(PUIIMATHHBIM TEKCTOM JIOKYMEHTA.

2. |IlpoBeneHo ompeneneHWe BapuaHTOB IeHOB B oOpasme Ouosiormueckoro | JIA/HET
Marepuaia METOJIOM TapreTHOro BBICOKOITPOU3BOIUTEIILHOTO
cekBeHUpoBaHus (uccienoBanue renoe MMUT, MMAA, MAB, MCEE,
CD320, LMBRD, MMADHC, MMACHC, koMmiaeKc HCCIASAOBAaHHUI I
JUArHOCTUKH OPraHUYECKHUX alUAypHil) BCEM MAalUEHTaM C BBISBICHHBIMU
OMOXMMHUYECKUMHU U3MEHEHUSIMH, XapakTepHbIMU uis MMA

3. |IIpoBeaen mpuem (OCMOTp, KOHCYNIbTalMs) Bpaua-reHeTrka nepBuunblii u|JA/HET
MTOBTOPHBIM BCEM MALMEHTAM C KJIMHUYECKUM o03peHneM Ha MMA
4. |IIpoBeneHn mpuem (OCMOTp, KOHCYJbTallMsl) Bpada-reHeTuka nepBuuHblii u | JJA/HET
ITOBTOPHBIM BCEM NAIMEHTaM C IOATBEPKAECHHBIM 1uariozoM MMA
5. |Ha3nauena queroTepanusi U OCYIIECTBIIIETCS KOHTPoJIb ee apdexruBHoctu | JA/HET
He pexe | pa3a B ros Bcem nanrentam ¢ MMA
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6. |IIpoBexeno HazHaueHue #1eBOKAPHUTHHA BCeM manueHTaM ¢ MMA JA/HET
7. |IlpoBexeHa SKCTpeHHAs TOCHUTAIM3ALUSA W BbIMONHEHBI Meponpusatus no |JA/HET
KOPPEKLHHM JUETOTEpaluyd W IPOBEACHUID HMHTEHCHUBHOM TEpalMM BCEM
nanuesTam ¢ MMA npu yrpose uiu B cilydae pa3BUTUS METabOJINYECKOTO
KpH3a
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[Tpunoxenue Al
CocTtaB pabouyen rpynnbl No pa3pabdboTke N NnepecMoTpy KIIMHUYECKUX peKoMeHaauumn

AnncumoBa HMHra BamgumoBHa — K.M.H., 3aBeIylollas OTIEIOM OpPraHU3alUu MEIUIUHCKOMN
noMmomn — Bpau-reHeTUK DI'BHY "Meauko-renernueckuid HaydHbld LIeHTp WM. akaaemuka H.IL
bouxoBa", uieH AcconManuy MEIUIIMHCKAX T€HETUKOB

baraesa Majyiena DHBepOBHA — K.M.H., CTapIINid HAYYHbIA COTPYJHUK OTACICHUS NEAUATPUUECKON
racTposHTepoJiorun, renatojoruu u guetosiorun Kimmanku ®I'BYH "OUL] nutanus u 6moTexHooruun"

baiinakoBa I'anmna BukropoBHa — K.0.H., BEAyIIMH HAy4YHBIH COTPYAHHUK JIaDOpaTOpUH
HacjeACTBeHHBIX OosiesHelt oomena PI'BHY "Menuko-reHeTHYECKU HAyYHBIN IIEHTP WM. aKaJeMHuKa
H.II. BoukoBa", unen Poccuiickoro oo1iecTBa MEAUIIMHCKHUX T€HETUKOB.

bapanoB Anekcanap AjekcanapoBud — akana. PAH, mpodeccop, H.M.H.; MOYETHBIH Npe3uaeHT
Coro3a neguatpoB Poccun, coBetHuk pykosoautenss HUW nequatpun u oxpansl 310poBes aeteil HKL N
2 ®I'BHY "PHIX wum akaa. b.B. IlerpoBckoro", mpodeccop kadenpbl mneauaTpum U JIETCKOU
pesmatosiorun ®I'AOY "llepsriit MIMY um. U.M. CeuenoBa" MunsnpaBa Poccun (CeueHoBckuit
YHuBepcHUTET), IIaBHBIA BHEIITATHBIN crieruanucT neauatp Munsnapasa Poccun

bopoBuk TarbsiHa DpyapnoBHa — A.M.H., mpodeccop, 3aBeayromias gadopaTopuell MUTaHHUS
3nopoBoro u OonpHOro pedenka PI'AY "HanmoHanbHbI MEAMIMHCKUNA HMCCIEIOBATEIBCKUN LEHTP
3nopoBbs gereil" MunzapaBa Poccun, unen Accoumanvu MEOUIUMHCKUX TeHeTHMKoB, wiedH [IHO
Accounanus 3n0poBbe JleTen.

bymryeBa TaTtbsiHa BramuMupoBHa — A.M.H., TJIaBHBIA HAY4YHBIH COTPYIHHK JaOOpaTOpUy MUTAHUS
3nopoBoro u OonpHOro pedenka PI'AY "HanmoHanbHbI MEAMIMHCKUNA HMCCIEIOBATEIBCKUN LEHTP
3nopoBbs getedl" MunzapaBa Poccun, unen Accoumanuu MEOUUUMHCKUX TeHeTHMKoB, wiedH [IHO
Acconuanus 3n0poBbe [lereit.

Bamakmanze Hato JxymOGepoBHa — A.M.H., PYKOBOJIUTENIb OTAeNa opdaHHBIX Oone3Hed wu
npo(MIaKTUKKA MHBATUAM3UpPYIOmUX 3aboneBanuit HUM nenuarpuu u oxpansl 310poBbs aereit HKI] N
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2 ®OI'BHY "PHIX wum. akan. B.B. IlerpoBckoro", mpodeccop kadenpbl (pakynbTeTCKOW NeauaTpuu
neaunatpudeckoro paxkynprera ®I'AOY BO "PHUMY um. H.U. [Muporosa" Munsapasa Poccun.

BumneBa Enena AnekcanapoBHa — O.M.H., npodeccop PAH, 3amectutens pykoBomurens HUUN
neauatpuu U oxpanbl 3710poBbs gereil HKL N 2 ®I'BHY "PHIX um. akan. b.B. IlerpoBckoro" no
Hay4HOU paboTe, mpodeccop Kadeapbl (GaKyIbTETCKOW NEeTUaTpUH IMEAUATPUIECKOTO (aKyIbTeTa
OI'AOY BO "PHUMY um. H.U. [Tuporosa" Munszapasa Poccun, unen Corosza neauarpoB Poccun

I'mo6a Oxcana BanepbeBHa — K.M.H., Bpad-HeBpoJior ®I'AY "HamumoHanbHBIH METUITMTHCKUN
WCCTIEI0OBATEIbCKUN IIEHTP 3710poBbs jAereil" MwunuznpaBa Poccum, wieH Acconuanuy MeTUIIUHCKHX
TE€HETUKOB.

HertsipeBa Anna BrnaguMupoBHa — I.M.H., mpodeccop, Bpad BBICIIEH KaTeTOPWH, 3aBEIyIOIIast
ornenoM mnenuatpuu, ®I'bBY "HMMUIL] akymepctBa, TMHEKOJOTMM W mepuHaTojoruu uM. Ak. B.U.
Kynakosa"

KypkxoBa Hartanes BsuecnaBoBHa — K.M.H., Beayluiuii HayuHblld coTpysHuk HUW nemmarpum u
oxpanbl 310poBba nereil HKI[ N 2 ®I'BHY "PHIX um. akan. Bb.B. Ilerposckoro", unen Corosa
neauatpoB Poccun, unen Acconpani MEIUIIMHCKUX TeHeTUKOB (AMI)

3apyouna Bepa BragumupoBHa — Bpau-TeHETHK MEAMKO-TEHETUUECKOTO OTAeIeHUsT MOpo30BCKOM
JAI'KbB JI3M

3axapoBa Exatepuna IOpbeBHa — 1.M.H., 3aBeaytoriasi gaboparopruell HacaeJACTBEHHbBIX Oosie3HeH
oobmena ®I'BHY "Menuko-reHetrnueckuid HaydyHbld I1eHTp uM. akagemuka H.II. BoukoBa", wnen
Poccuiickoro oOmiectBa MEAMIMHCKUX T'€HETHKOB, YJI€H €BPOINENWCKOro oOIecTBa IO H3YYEHHUIO
HacJIeICTBEHHBIX Oosie3Hel ooOmena BemecTs (SSIEM).

KpacnomekoBa Huna AnexcannpoBHa — 3aBeqyrolasi OTJEJIEHUEM HacleJACTBEHHBIX HapylIeHUN
obmena BemectB ' bY3 "Moposzosckas JII'Kb JI3M"

Kekeea Tarpsina HukonaeBHa — 3aBenyroniasi OTAEICHUEM MEIWKO-TEHETUYECKOTO OTACIICHHS,
Bpau-renetuk ['bY3 "Mopososckas AI'Kb [I3M"

KperoB Bnagumup BianumupoBuy — Bpau-peaHUMATOJIOT OTACICHUS PEaHUMAaIlui 1 UHTEHCUBHOMN
tepanuu = OI'AY  "HaunuoHanbHBI MEAUIMHCKUNA MCCIENOBATENbCKUN IEHTP 3J0pPOBbS  JAeTei"
Munznpasa Poccun.

Ky3enkoBa JlronmMuna MuxaillioBHa — J.M.H., HadaJbHUK LIEHTPAa JETCKOM IICUXOHEBPOJIOTHUHU,
3aBENyIOIAs OTJEICHUEM IICUXOHEBPOJIOTUH U NcuxocoMmaTrnieckoid natosoruu ®I'AY "HanuoHanbHbli
MEIMIIMHCKUN HMCCIEAOBATEIbCKUIA IEHTP 370poBbsi aereil" MunsapaBa Poccun, wieH Accouuanuu
MEJIMLIUHCKUX T€HETUKOB.

Kyues Cepreit Banouu — akagemuk PAH, n.m.H., qupexkrop ®I'BHY "Menuko-renetndyeckuii
Hay4yHbId 1eHTp uM. akagemuka H.II. boukoBa", Ilpe3uaeHT Accoiumanuu MEIUIMHCKUX T€HETHKOB
(AM).

JlapoBa Aumma EBreHpeBHa — JA.M.H., JAUPEKTOpP MHCTUTyTa MEAUATPUM, 3aBEIYIOIINI
neguatpuuyeckuM otaenenrneM N 2, Vuauepcuterckas knuHuka @OI'BOY BO  "lIpuBomxckuii
HCCIEeA0BATENbCKUN METUIMHCKUI yHUBepcUuTer" M3 PD, OTIMYHUK 3paBOOXpAHEHUS

MaprueBa Tea BanukoeBHa — K.M.H., IJ1aBHBIM criequaiucT MeToAMYeCKOro HEeHTpa aKKpeAUTALINT
cnernuanucto ®I'AOY BO "llepeoiit MI'MY um. U. M. CeuenoBa" Munsapasa Poccuu (CeueHoBckuit
YHuBepcurer), Bpau-uedpoutor, wien Coroza neauarpos Poccuu

MuxaitnoBa Csernana BurtanseBHa — 1.M.H., 3aBeayromas otaeneHueM PI'BY "Poccuiickas
Herckas Knuanueckas bonpanma" M3 PO.

Hazapenko Jlrommuna [laBnoBHa — mpodeccop, A.M.H., 3aMECTUTENh TUPEKTOpa MO HAy4YHOU H
nedeOHOM paboTe, pyKoBOAUTENb Naboparopur HacieacTBeHHON mnatonmorun HUW  memummnckoit
renetukn, Tomckoro HUMII PAH, unen Accoruanuyi MEIUIIMHCKUX TeHETHKOB (AMI).

HamazoBa-bapanosa Jleitna CeiimypoBHa — akan. PAH, mpodeccop, n.m.H., npe3uaeHT Corosza
neauatpoB Poccum; macr-mpesuaentT EPA/UNEPSA; pykoBoautens HUW mnemmatpumt u  oXpaHsl
3nopoBbs aereit HKI[ N 2 ®I'BHY "PHIX um. akax. b.B. IlerpoBckoro", 3aBenyromas kadeapoit
¢baxkynbTeTcKOl neauarpun nexuarpudeckoro dakymprera ®I'AOY BO "PHUMY um. H.U. Iluporosa"
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MunszapaBa Poccuu, riaBHBIA BHEIITATHBIN JETCKUH CHEIHAIUCT MO TPOMUIAKTHYSCKOW MEAHMIIUHE
Munzapasa Poccun

HukonaeBa Exarepuna AjekcaHIpoBHA — J.M.H., pyKOBOAMUTENb OT/ENa KIMHUYECKON T€HETHKU
OCII "HayuHo-McCCNeAOBaTENbCKUN KIMHUYECKUI HHCTUTYT Neauarpuu umeHu akajgemuka [O.E.
Benprumesa" ®I'AOY BO PHUMY wumenn H.U. Iluporosa, unen Poccuiickoro oOmiecTBa
MEJIMIIMHCKUX TEHETUKOB, YWIeH ACCOLMAIMN MEIUIIMHCKUX T€HETUKOB

IlewatHukoBa Haranps JleoHMIOBHAa — Bpay-TEHETUK OTICJICHHE HACIECACTBEHHBIX HapyIICHUH
obmena BerectB Mopo3zosckas JII'’Kb JI3M, Bpau-HeBpoior

[IymkoB Anekcanap AJieKkceeBMY — K.M.H., BEIYIIMH Hay4yHbIH COTPYAHHUK JabopaTopuu
MOJIEKYJIIDHOM TEeHETUKH U MeauuuHckor reHoMukn OI'AY  "HamumoHanbHbIA MEIUIIMHCKUN
WCCTIEI0OBATEIbCKUN TIEHTP 370poBbs Aetei" MunzapaBa Poccum, uimeH Accouuanuy MEIUITUHCKHUX
TE€HETUKOB.

Pennna Ceetnana AdanacbeBHa — K.M.H., Bpau-reHeTUK ®I'BHY "Menuko-renernueckuili Hay4HbIi
nentp uM. akaaemuka H.II. BoukoBa", wien Poccuiickoro oOmiecTBa METUIIMHCKUX T€HETHKOB, WIEH
Acconuaiuu MeIMIMHCKUX TEHETUKOB.

CaBoctpsinoB Kupmin Bukroposuu — 1.0.H., HauanbHUK LleHTpa pyH1aMeHTanbHBIX HCCIeA0BAHNN
B neauarpun PI'AY "HarmumoHanbHBIA MEAWIIMHCKANA WCCIIEIOBATEIBCKHA IIEHTP 3I0pOBbS JeTen"
MunzapaBa Poccun, uinen Acconmaniy MEIUIIMHCKUX TeHETUKOB.

CenumssanoBa Jlunmust PoGeproBHa — K.M.H., 3aBefyromas otaenom HUM nmenmatpum u oxpansl
3nopoBbs aereit HKI[ N 2 ®T'BHY "PHIIX um. akan. b. B. IlerpoBckoro", noueHt kadeapsl neauaTpuu
n gnerckoit pesmarojorun DPI'AOY "lIlepBeit MI'MY um. U.M. CeuenoBa" MunzapaBa Poccun
(CeueHoBckuil YHUBEpPCHUTET), JAOLEHT Kadenpsl (akylIbTEeTCKOW MeAUaTpud IMeAuaTpUYecKOro
¢dakynpreta PTAOY BO "PHUMY um. H.U. [Tuporosa" MunsapaBa Poccuu, Bpau-myIbMOHOJIOT, WIEH
Coroza neguatpoB Poccun

CmupnoBa Onbra SIKoBIE€BHa — Bpay-TCHETHK, CTapUIMid HAy4HbIA COTPYIHUK OTHENIA
CTaHJIapTU3allU M U3Y4YEHUsI OCHOB J0Ka3aresbHOM meauuuubl HWUU nenuatpun u oxpaHsl 340pOBbS
nereid HKII N 2 ®TI'BHY "PHIIX um. akaa. b.B. Ilerposckoro", wien Coro3a neauarpoB Poccun, uneH
Acconuanyy MeIMIMHCKUX T€HETUKOB

CrpoxoBa TarbsHa BwukropoHa — naM.H., mnpodeccop PAH, 3aBeayromas otaeneHruemM
MEeIUATPUYECKON TaCTPOIHTEPOJIOTHH, renarojoruv u auerojoruv Knuunku @I'BYH "OUILI nutanus u
O6uoTexHoIorumn"

Cy066otun JImutpuii MuxainoBud — Bpad-reHetuk ®I'BHY "Menuko-reHeTHUECKHA Hay4dHBIN
ueHTp uMm. akagemuka H.I1. boukoBa", unen Accouumanuv MEAUIUHCKUX T€HETUKOB.

CyxanoBa Harenmna BaxrtanroBHa — HayuHblli coTpyaHuk (JlaGopaTopusi TeHETHYECKOM
snuaeMuonorun), Bpad-opransmonor (Koncyneratusnoe otnenenue) @I'BHY "Menuko-reneTndyeckuii
HayyHbli UeHTp uM. akagemuka H.II. boukoBa", Bpau-odTambMoJOr, 4I€H acCOLMAlUU JETCKUX
odransmoiioroB Poccuiickoit deneparuu, wien Coro3a neauatpoB Poccun

Tenae Pyctom ®@apumoBuy — 1.M.H., pyKOBOJIUTENb CIIY:KObl aHecTe3nosoruu-peanumarmu ['bY3
"III'KB um. 3.A. banutsesoii [I3M", npodeccop kadenpsl neauatpun u AeTckoi peBmaTtonaoruu @IAOY
"ITepBriit MI'MY um. .M. CeuenoBa" Munzapasa Poccun (CeueHOBCKHIT YHUBEPCUTET)

®ucenko Annpeit IlerpoBud — a.M.H., mpocdeccop, 3acayxeHHblil Bpau Poccuiickoit denepanyu,
mupektop DPI'AY  "HaunoHalbHBIH MEIUUMHCKUM HMCCIEIOBATEIbCKUM LIEHTP 310pOBbs jaeTen”
Munsapasa Poccun, npeacenarens [IHO Accounanus 3noposse Jlereit

[IpencraBuTenu 0OMECTBEHHBIX MAIIMEHTCKAX OPTaHU3AIINN:

[Tan¢unosa Pauca — npeacraButens cooOIeCTBa MAMEHTOB ¢ METHJIMAJIOHOBOW alluaypHei

Hukutun CranuciaB BragumMupoBuy — peacTaBUTENb COOOIIECTBA MAIMEHTOB ¢ METHIMAIOHOBOM
auuaypuen

Hukutuna Mapuna BrnaguMupoBHa — mpencTaBUTENb COOOIIECTBA MAMEHTOB ¢ METHIMAJIOHOBOM
auuypuen
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ABTOpBI MOJITBEPKAAIOT OTCYTCTBHE (DMHAHCOBOW MOJICPKKHU/KOH(MIMKTa WHTEPECOB, KOTOPBIN
HE00X0AMMO 0OHAPOAOBATH.

[Tpunoxxenue A2
MeToaonorus pa3paboTkn KINMHUYECKUX peKoMeHaauumn

Hacrosiimue pekoMeHIanuu mpeIHa3HadYeHbl I TPUMEHEHUS MEIUIIMHCKUMH OPTaHHU3aIMsIMH 1
VAPSKICHUSIMU  (peepanbHbIX, TEPPUTOPUAIBHBIX H  MYHHUIUIAIBHBIX OPraHoB  yIIPaBJICHHS
3JIpAaBOOXPAHEHUEM, CHCTEM OO0S3aTEIBHOTO M JOOPOBOJIBHOTO MEIUITMHCKOTO CTPAXOBAHWS, IPYTUMHU
MEIUIIMHCKUMHU  OpPTaHW3aIlUsIMU  Pa3jIUYHBIX OPraHU3allMOHHO-TIPABOBBIX  (OPM  JICATEIHHOCTH,
HANpAaBJIECHHOW HAa OKa3aHUE MEIUIIMHCKOW MOMOIIIY.

Hacrosiimue pekoOMEeHIAIUU YCTAaHABIMBAIOT BUJBI, 00bEM W WHIAWKATOPHI KAUYeCTBA METUITMHCKOM
MTOMOIIY TAIIMEHTaM TIPU METHJIMAJIOHOBOH alliIEMUH.

Knunnueckne pekoMeHAAMKM CO3/JaHbl Ha OCHOBaHMHM 0030pa nuteparypsl Medline (Pubmed
version), Embase (Dialog version) m Cochrane Library databases, Orphanet u OMIM, a Takxke
MeXTyHapOHBIX KIMHHYECKAX PEKOMEHJAIUH 10 JMArHOCTHKE, JICYCHHIO W BEJICHHUIO OOJIBHBIX C
MeTa00JIMIECKUMHU O0JIE3HAMHU.

BeUIM MCnoNTb30BaHbl MHTEPHET-IAHHBIC, TTPEICTABICHHBIE Ha MEXKIYHAPOIHBIX W HAIMOHATBHBIX
caiTax o0mIeCTB peaKux 0oJie3HEH M OOIECTBEHHBIX OPTraHn3aIlHil.

OrneHka ypoBHS YOCIWUTEIBHOCTH PEKOMEHIAMA ¢ YPOBHS JIOCTOBEPHOCTH JOKa3aTeIIbCTB
MPUMEHEHHSI MEIUIIMHCKAX TEXHOJOTHH MPOBOJMIACH B COOTBETCTBHUU C YHH(PHUIIMPOBAHHOM IIKAJIOH,
MpUBEIEHHON B Tabiwmmax 1-3.

LleneBas ayautopusi AaHHbIX KIIMHUYECKUX PeKOMeHOaLuun:
- Bpauu-nenuatpsr;

- Bpauu 0OIIeH MPaKTUKHU (CEMEHHBIC Bpayun);

- Bpauu-TepaneBThl;

- Bpauyu-T€HETHKU;

- Bpayu-IMETOJIOTH;

- Bpauyu-racTPOIHTEPOJIOTH;

- Bpauu-aJuIeprojioru-uMMYHOJIOTH;

- Bpauyu-3HJOKPUHOJIOTH/Bpayu-I€TCKUE IHIOKPHUHOJIOT H;
- Bpauu-HEBPOJIOTH;

- Bpayu-TICUXHUATPHI;

- BPauu-KapIuOJIOTU/IETCKUE KapIUOJIOTH;

- Bpauu-CTOMATOJIOTH/Bpaun-IeTCKHE CTOMATOJIOIH;

- Bpauu-aHeCTe3UO0JIOTH-PEaHMAaTOJIOTH;

- Bpauu-HEOHATOJIOTH;

- Bpauu-Heposiory;

- Bpauyu-ypOoJIOTH/Bpaun-AeTCKHE YPOJIOTH-aHIPOJIOTH;
- Bpauu 1abopaTOpHON TeHETUKY;

- MEAUIIMHCKHUE MICUXOJIOTH;

- CTYJAEHThl MeIUIIMHCKUX BY30B;

- oOyuaromuecs: B OpAMHATYpE;

- 0Oyuaromuecs B aClupaHType.
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Ta6bnuua 1. Llkana oueHkM ypoBHeW AOCTOBepHOCTU AokasatenbcTs (YOMO) ansa
MeTOAO0B ANarHOCTUKM (AMarHoCTM4ECKUX BMeLLaTeNbCTB)
Y PacmmdpoBka
1 Cucrtemarudeckue 0030pbl  HMCCIEIOBAHUKH C KOHTPOJEM pe(GepeHCHBIM METOJ0M WU
CHUCTEMAaTHYCCKHUH 0630p PaHAOMU3HUPOBAHHBIX KIIMHUYCCKUX I/ICCJIGZIOBaHI/Iﬁ C NPUMCHCHUCM
ME€Ta-aHajlu3a
2 OtnenbHBIC HCCICNOBAaHUS C KOHTpOJIeM pedepeHCHBIM METOJOM WJIM  OTACIbHBIC
PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC MCCICAOBAHNUA U CUCTCMATUUCCKUC O630pI)I I/ICCJICIIOBaHI/Iﬁ
JIF000r0 I[PI?;&ﬁH&, 3a MCKIIOYCHUCM PaHAOMU3HUPOBAHHBIX KIMHUYCCKUX I/ICCJICIIOBaHI/IfI, C
IMIPUMCHCHUCM MCTa-aHaJln3a
3 UccnenoBanus 6e3 mociie10BaTeIbHOTO KOHTPOJIS peepeHCHBIM METOIOM HWIIA UCCIIEIOBAHMS
C pe(bepeHCHBIM MCTOAOM, HC ABJIAIONIUMCA HE3aBUCUMBIM OT HCCICAYEMOTO MECTOAAa HIIN
HCPpaHAOMH3HUPOBAHHBIC CpPaBHUTCIIbHBIC HUCCIICAOBaHUA, B TOM YHUCJIE KOT'OpTHEBIC

HCCIIEI0OBAaHUS
4 HecpaBHuTENBbHBIE UCCIIEI0OBAHNS, ONTMCAHNE KIIMHUYECKOTO Cllydast
5 Nwmeercs nuib 000CHOBaHME MeXaHU3Ma JEMCTBHS UM MHEHHE DKCIIEPTOB

Ta6bnuua 2. Llikana oueHKU ypoBHeW OOCTOBepHOCTU AokasatenbctB (YOO) ansa
MeTOoO4OB NpPOoPUNaKTUKK, NevYeHuss u peabunutauum (NpodunakTU4eckux, reyYeoHbIX,
peabunuTauMoHHbIX BMELLATEeIbCTB)

YN PacmmmdpoBka
1 Cucremarnueckuii 0630p PKU ¢ npumenennem metaananmnsa
2 Otnenpapie  PKM u  cucrematudeckue 0030pbl  UCCIIENOBAHHWM JIOOOTO AW3aiiHa, 3a

uckmouennem PKU, ¢ npumenennem meraananmsa

3 HepannomusupoBaHHble cpaBHUTENbHBIE UCCIIEI0OBAHUS, B T.4. KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTenbHble HUCCIIEIOBaHUS, ONUCAHUE KIMHUYECKOTO ciy4yash WIM CEpUU CIIy4Yaes,
HcclieIoBaHus "'ciy4ai-KOHTPOJIb"

5 Nmeercs numb 000CHOBaHHME MeEXaHW3Ma JEHCTBUS BMeIIATENbCTBA  (JIOKIMHHYECKHE

I/ICCJ'IG,Z[OBaHI/ISI) HJIM MHCHUEC DKCIICPTOB

Ta6nuua 3. lLkana oueHKu ypoBHen ybeautenbHocTu pekomeHpauumn (YYP) ansa
MeToAOB NPOodUNaKTUKA, ANArHOCTUKU, Fle4eHUA U peabunutauum (npodunakTnyeckmx,
ANarHoCTUYeCKUX, rnevyebHbIX, peabunuTaumMoHHbIX BMeLLaTeNnbCTB)

YVYP Pacmmdposka

A CunpHast pexoMeHJanus (Bce paccMaTpuBaeMble KpUTEpUH dPPEKTUBHOCTH (MCXOIbI)
SIBIIIIOTCS.  B&XHBIMH, BCE KCCJICIOBAHUS WMCIOT BBICOKOE€ WIIM  YIOBJICTBOPHUTEIBHOEC
METOJIOJIOTHYECKOE KA4eCTBO, WX BBIBOJBl [0 HHTEPECYIOIIMM HCXOJAM  SIBJISIFOTCS
COTJIACOBAHHBIMU )

B YcrnoBHas pekoMeHAanus (HE BCE paccMaTpuBaemble KpUTEpUH A(PGEKTUBHOCTH (HCXOJIBI)
SIBIIIIOTCS. B@KHBIMH, HE BCE HCCIICAOBAHUS MMEIOT BBICOKOE WIIM YIIOBJIETBOPUTEIHLHOE
METO/I0JIOTMYECKOE KAayeCTBO W/MIIM WX BBIBOJBI MO HHTEPECYIOIIUM HCXOJaM He SBISIOTCS
COTJIACOBAHHBIMH)

C Cnabas pexomeHmanus (OTCYTCTBHE JIOKa3aTelIbCTB  HAJIEKallero KadectBa (Bce
paccmatpuBaeMble  KpuTepud d(PPEKTUBHOCTH (MCXOJNBI) SBJISIOTCS HEBAXKHBIMU, BCE
WCCIIEIOBAHUS UMEIOT HU3KOE METOA0JIOTHUECKOe KaueCTBO U MX BBIBOJIBI 110 MHTEPECYIOIIUM
MCXOJ]aM HE SIBJISFOTCSI COTJIACOBAHHBIMHU)

Mopsaaok 06GHOBNEHUS KNMMHUYECKUX peKoMeHZauumn
Mexauusm 06HOBJ’ICHI/I}I KIIMHNYCCKUX peKOMeH,I[aLII/Iﬁ npeaycMarpuBactT MUX CHCTCMATUYCCKYHO
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AKTyaJin3alluio — HC PCIKEC 4EM OJMH pa3 B TpU roaa, a TaKKC IMPU MOABJICHUN HOBBIX JAHHBIX C MMO3UIUH
[[OKa?;aTCJIBHOﬁ MCIUIHUHBI II0 BOIIpOCaM JUArHOCTHUKH, JICUCHUA, HpO(I)I/IJ'IaKTI/IKI/I )41 pea6I/IHI/ITaHI/II/I
KOHKPETHBIX 3a00JIeBaHM, HATMYUU OOOCHOBAaHHBIX OIOJIHEHUI/3aMeUaHUii K paHee YTBEP)KICHHBIM
KP, Ho He yamie 1 pa3a B 6 mecs1es.

[Tpunoxenue A3

CnpaBquble MaTepuanbl, BKNnr4yasa cooTBeTCTBUE nokKasaHum K npUMeHeHuto n
ﬂpOTI/IBOHOKa3aHVIl7I, cnocob6oB npnuMeHeHUsA U 403 JieKapCTBeHHbIX npenaparos,
MHCTPYKUUN NO NPUMEHEHUIO NNeKapCTBeHHOro npenaparta

1. Tlpukaz Munznpascompazsutuss PO N 185 or 22.03.2006 "O wmaccoBoM 00cieI0BaHUN
HOBOPOKJIEHHBIX JIETEH Ha HACJIEICTBEHHBIE 3a001eBaHms"

2. Ilpuka3z MuHucTepcTBa 3ApaBOOXPAHEHUS U coluanbHOro pa3sutust PO ot 16 anpens 2012 r. N
366H "OO6 yrBepxkaenun [lopsiaka okazaHus neauaTpuuecKor moMoru"

3. Ilpukaz MunnctepcTtBa 3apaBooxpaneHuss P® "OO6 yrBepxkaenun Ilopsinka oxa3zaHust
MEJUIIMHCKON MOMOIIM OOJIBHBIM C BPOXKJAEHHBIMM M (WJIM) HACIEACTBEHHBIMHU 3a00J€BaHUSMHU" OT
21.04.2022 N 274n

4. TlocranoBnenue IlpaButensctBa Poccuiickoit ®@enepanuu ot 9 anpens 2015 roma N 333 "O6
yrBepxkaeHun [IpaBuin ¢popmMupoBaHus nepedHs CleNUaTu3UPOBAHHBIX MPOAYKTOB JIe4EOHOTO MUTAHUS
JUISl IeTeN-UHBAIUI0B"

5. Ilpuka3z MunzapaBa Poccun (MunucrepcTBo 3apaBooxpanenus PD) ot 24 nos6ps 2021 r. N
10941 "OO6 yrBepxknenun Ilopsnka Ha3HaueHUs JIEKAPCTBEHHBIX NPEMaparoB, (OpM perenTypHBIX
ONaHKOB Ha JieKapcTBeHHbIe mpemnaparbl, [lopsaka odopmieHuss ykazaHHBIX OJaHKOB, MX YydeTa U
XxpaHeHUus, ¢GopM OJIaHKOB pEIleNnToB, COJEp)KallMX Ha3HaYeHHEe HAPKOTHYECKUX CPEACTB WIH
MICUXOTPOIHBIX BeHeCTB, [lopsAnka X U3roTOBIEHUS, paclpeAesICHNs], PETUCTPALlUN, YU€Ta U XPAHEHHUS,
a taoke [IpaBun odopmieHus G1aHKOB PEIENTOB, B TOM YHclie B (hOpMe AIIEKTPOHHBIX JOKYMEHTOB"

6. Pacnopsokenue IlpaButenbctBa PD ot 31 mekabps 2018 r. N 3053-p "OO6 yrBepkACHUH
MepeYHEeN MEUIMHCKUX U3IENINNA, UMIUIAHTUPYEMBIX B OPTaHU3M YEJIOBEKA MTPU OKA3aHUHU MEAUIIUMHCKON
MOMOIM B paMKax HpOrpaMMbl TOCYAAPCTBEHHBIX TapaHTUN OECIIATHOTO OKa3aHUs TIpaxkaaHaMm
MEJIMUMHCKON NMOMOILIM M OTIYCKAEMbIX 10 peLeNnTaM Ha MEIULMUHCKUE W3JeNus NPHU IPelIoCTaBICHUU
Habopa CconuaIbHBIX yCayr"

7. MexnaynapoaHas kiaccuduxaius OoJie3Hed, TpaBM U COCTOSHUM, BIMSIOIMIMX Ha 3JI0pPOBbE
(MKB-10)

8. Ilpukaz MunzapaBa Poccum ot 02.05.2023 N 2052 "OO yTBepKJIEHHU HOMEHKJIATYPHI
JOJKHOCTEH MEIUIMHCKUX PAaOOTHUKOB U (hapMalleBTUYECKIX PAOOTHUKOB"

9. Ilpukaz M3 P® ot 23 wutons 2010 r. N 5411. Egunsiii kBanuduKanMOHHBIA CIPABOYHHUK
JOJKHOCTEH PYKOBOJAUTENEH, CIICIIUAIMCTOB U CIyXAallluX, paznen KBanudpukauoHHble XapaKTepUCTUKN
JOJKHOCTEH pabOTHUKOB B chepe 31paBOOXpaHEHUS.

10. ®enepanbubiii 3akoH OT 25.12.2018 N 489 489-d3 "O BHeceHMu U3MEHEHUU B cTaThio 40
®enepanbHoro 3akoHa "OO 00s3aTeTbHOM MEIUIIMHCKOM cTpaxoBaHuu B Poccuiickoit denepanuu" u
®enepanbHblif 3akoH "OO OcHOBax OXpaHbl 310pOBbs TpakaaH B Poccuiickoit dexepannu no Bompocam
KIIMHUYECKUX PEKOMEHJaIuii".

11. Ipuxa3z Munsapasa Poccuun N 1031 ot 28.02.2019 "OOG yTBep)kKIeHMM MOpSJIKa U CPOKOB
pa3pabOTKM KIMHUYECKUX PEKOMEHIALWH, MX TepecMoTpa, THIOBOW (GOPMBI  KIMHUYECKUX
peKoMeHJauii 1 TpeOOBaHUI K MX CTPYKTYype, COCTaBy M HaydyHOW OOOCHOBAaHHOCTH, BKJIIOUAEMOU B
KJIMHUYECKHE peKOMeHAanu nHpopmarmu".

12. Ilpuka3 MunzgpaBa Poccun ot 13.10.2017 N 804n "OO yTBEep)KIECHMM HOMEHKIATYpPbI
MEJIMLIUHCKUX yCIyr"
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13. Ilpuka3 MuHucrepcrtBa Tpyaa u couuanbHoi 3amutel PO ot 27 asrycra 2019 r. 5851 "O
KJIaccu(UKAUAX ¥ KPUTEPHSIX, UCIOJIb3YeMbIX IMPU OCYIIECTBICHUU MEIUKO-COIMAIBHON IKCIIEPTHU3HI
rpaxaad QeaepaltbHBIMHA TOCYIAPCTBEHHBIMH YUPEXKACHUSIMHI MEMKO-COIMATBHOMN SKCIepTH3bI"

14. ITpuka3 MuHuCTEepCTBA 3paBOOXPAHEHUSI U COllMaIbHOrO pa3BuTusi Poccuiickoit denepamn
"O mopsiAKe TPUMEHEHHUS! JEKAPCTBEHHBIX CPEACTB Yy OOJBHBIX MO JKU3HEHHBIM TOKa3aHusM'" oT 9
asrycra 2005 r. N 494

15. Tlepeuenp crnenuanM3UPOBAHHBIX MPOAYKTOB JIEYEOHOTO TMHTAHUS ISl JETeH-WHBAJIHIOB Ha
2024 ron, Pacnopsioxkenue [pasurensctBa Poccuiickoit ®enepaunu ot 11 nexadps 2023 r. N 3551-p

Wudopmarius 0 JekapcTBEHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcCHOBHbIe HOPpMaTUBHO-NMpaBOBbl€ aKTbl, perynmpyrouue oKkasaHue nannMaTMBHOM
MeAVULMHCKOM NOMOLUM

1. ®enepanbublii 3akoH "O BHeceHHMU u3MeHeHU B DenepanbHblil 3akoH "OO OCHOBaxX OXpaHbI
310pOBhsl TpakjaH B Poccuiickoit denepanuu” 1mo BOMpocamM OKa3aHHS TMaUTMATUBHONW MEIUIIMHCKON
nomotu" ot 06.03.2019 N 18-®3

2. Ilpuka3 MunzgpaBa Poccun N 345H, Muntpyna Poccum ot 31.05.2019 N 372m "OO
YTBEPKICHUM TOJIOKEHUSI 00 OpraHM3aluy OKa3aHWs NAJTMAaTUBHONW METUIIMHCKOM MOMOINM, BKIIIOYast
MOPSIIOK B3aMMOJICUCTBUSL MEAMLMHCKUX OPraHu3alliid, OpraHu3aluii COLMaIbHOIO OOCIY)KMBAHHS U
OOLIECTBEHHBIX OOBEAUHEHUM, HMHBIX HEKOMMEPUYECKUX OpraHu3aluid, OCYLIECTBIISIIOIIUX CBOIO
NeSITeNIbHOCTD B Cpepe OXpaHbl 37J0POBbS"

3. Ipukaz MunzapaBa Poccum N 348 ot 31 mas 2019 roma "OO yTBepX ACHHU IEpeuHs
MEIMLIUHCKUX U3IENNM, NpeIHa3HAYeHHBbIX IS MOJJICPkKAHUS OPTaHOB M CHCTEM OPraHM3Ma YeJIOBEKa,
MPEOCTABIISIEMBIX 111 UCIIOJIb30BAHUS HA IOMY"

4. Ilpuka3 MwunznpaBa Poccum N 5058 ot 10 wmroms 2019 roma "OO6 yrBepkaenuu Ilopsiaka
neperayd OT MEIUIIMHCKOW OpraHu3allMM MalHUeHTy (ero 3aKOHHOMY IPEACTABUTENI0) METUIIMHCKUX
W3JIeHM, peHa3HAueHHBIX Ui MOJAJepKaHusl (PyHKIUI OpraHoB M CHCTEM OpraHu3Ma 4ejloBeKa, JJIs
KCIOJIb30BAHMS Ha JJOMY MPU OKa3aHUU MAJTMATUBHON MEIUIIMHCKOW oMoy
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[Tpunoxxenne A3.1

Cxema MeTtabonunyeckux npoueccosB npu MeTUNMasioHOBOM auugeMum

M3oneiuyvH,

PauyvoH 6onbHOro ‘ I MeTuoHuUH,
. TpeoHuH
KUpHbIe KUCNOTbI C HEYETHbIM Yucnom C-aTomos
M3bbiTok MHXKK
11 2
1
MponuoHun-KoA H }—‘[ L-meTunmanoHun-KoA ;—H—> [ CyrumHun-KoA |
| = : N = J
] A
1 Mponuonun-KoA “\ MeTunmanosun-
: KapGokcunasa “ KoA-myrasa
| b8 i
H Al
] \ LlMKn
H BuotnH \ AneHoaunn-
i % KoBanamuH | Kpebea |
i %
| .
L b
(ponmoHosas kcnota MeTunmanoHosas kucnora

L-KapHUTUH

MpONUOHUN-KAPHUTUH

|

SKcKpeyus ¢ MoYoi

Metabonuueckue OJIOKM BbIJENEHBl ToJMyObIM 1BeTOM (1-mpornuoHOBasi, 2-METHJIMATIOHOBAs
aluIeMus ), aToJIOrHYeCKrue METab0IUThI BbIICJIEHBI TBOMHON PaMKOH.

[Tpunoxenue A3.2

HopMmbi ¢husnonormnyeckon noTpebHOCTN B OCHOBHbIX NMULLEBLIX BeLlecTBaxX U IHeprum
ONA 300pOBbIX AeTeN

Tabnuua 1. MMHMManbHbIN Ge3onacHbIn ypoBeHb 6enka cornacHo FAO/WHO/UNU
2007 B 3aBMCMMOCTU OT Bo3pacTa. (besonacHble ypoBHM NOTpebneHus 6enka, cpenHee ¢
nonpaBKou Ha Bo3pacT + 2 SD) [1]

Muaneniis! (BO3pacT rojisl) BO3PACT T'OJIbI benok (r/kr/neHp)
0,5 0,1 1,77
0,2 1,5
0,25 1,36
0,5-1 1.31
Jletu (Bo3pact ropl)
2,5 1-10 0,84-0,90
5.0
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10

15 11-16 0,92-1,14
B3spociibie (Bo3pact rojpl)

(Ymepennast akTUBHOCTb, 70 KT)

18-29 > 16 0,84-0,87

30-59

B3spociibie (Bo3pact rompl)

(Ymepennast akTUBHOCTb, S0 Kr)

18-29

30-59
Tabnuua 2. PekomeHayemasa NOTpeOHOCTbL B MaKpOHYyTpUeHTax y naumeHToB ¢ NMA m
MMA [37]
BO3pacT Harypanbubiit 6enok | OO6mmii 6emok Dueprus <4>
<1> <2> <3> (kxan/kr/cyr)
(r/xr/cyT) (r/xr/cyT)
0-6 mec. 0.91-1.52 1.52-1.82 M: 72-109
2K: 72-108
7-12 mec. 0.72-1.2 1.2-1.44 M: 65-97
K: 64-96
1-3r. 0.63-1.05 1.05-1.26 M: 66-99
K: 66-99
4-8 1. 0.57-0.95 0.95-1.14 M: 59-88
K: 56-84
9-13r. 0.57-0.95 0.95-1.14 M: 43-65
K: 39-58
14-18r. 0.51-0.85 0.85-1.02 M: 36-53
AK: 30-45
19->70r. 0.48-0.8 0.8-0.96 80-100% ot DRI (amernueckuit
pedepenc)
bepemenHocTh 0.66-1.1 1.1-1.32 1-p1ii  TpuMecCTp TakkKe Kak JIo
>18m1—-50r. OCpEeMEHHOCTH
2-o1t TpumecTp — +340 kkan/cyr
3-ii Tpumectp — +452 kkan/cyt
Jlakranus 0.78-1.3 1.3-1.56 BapuabenbHble 3HaUEHUS
KomMmenrtapuu:

1. pekoMeHIyeMoe KOJIMUYeCcTBO HaTypaibHOro Oenka cocranister 60-100% RDA (pexkomenayemas
JTHEBHAss HopMa notpebnenus) u Al (agexkBaTHas HOpMa MOTpeOICHU).

2. noTpeOHOCTh B O€NIKe pacCUMTBIBACTCS MHAMBHUIYAIbHO JUISl KaXKAOTO MalMeHTa B 3aBUCUMOCTHU
OT TOJIEPAHTHOCTU K O€JKYy, aHTPONIOMETPUUYECKHX TOKa3aTeled U pe3yabTaToB JIabOPaTOPHBIX

HCCIIENOBaHNH.

3. ecnu MepeHOCUMOCTh HaTypanbHOoro Oenka meHee 100% AI/RDA, pekomeHI0BaHO 100aBHUTH
CIIJIIT Ha ocHOBe aMHHOKHCIOT 0e3 METHOHWHA, TPEOHHHA, BaJHMHA, M30JIEHIIMHA, YTOOBl 00ECTIeUunTh

muarMym 100-120% Al/RDA.

4. pekoMeHTyeMasi SHepreTudeckas eHHOCTh pannoHa coctapisieT 80-120% DRI EER (pacuetnas
MOTPEeOHOCTh B DHEPTHH) PACCUUTHIBACTCS HA JIOJDKEHCTBYIOITUH BEC.
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Ta6bnuua N 3. CpeaHecyToUYHblIe HOPMbI (hM3MONOrM4YeCcKMX NOTPeOHOCTEN B IHEPrumn
ansa aeten cornacHo FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24 okt 2001)

Bo3spact (mec.) DHeprust (KKaJl/KT) MyX. DHeprust (KKaJl/Kr) KeH

0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bo3spacr (T.)

1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44,4
17-18 50,3 44,1

[Tpunoxenue A3.3

MoTpe6GHOCTL B METUOHUHE, TPEOHUHE, BarinHe, U3osieruuHe Yy NaLUeHTOB C

MeTUIIMaNoHOBOW auuaemMMen B 3aBUCUMOCTM OT Bo3pacTta

Tabnuua 1 OpueHTUPOBOYHaAA NOTPEOHOCTb B METUOHWHE, TPEOHUHe, BarivHe,
n3onenumHe y 605nbHbIX METUIIMANIOHOBOM auuaypven B 3aBUCUMOCTU OT BOo3pacTa

Bo3spact 601bHBIX

CYTOqHaSI HOTpe6HOCTL B aMHWHOKHCJIOTax

H3oneiuun MeTrnoHHMH | Tpeonun | Banun ‘
JETH IPYAHOIO BO3pacTa MI/KI 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
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9-12 mec. 40-80 [10-30 |20-40 30-60
JIETH CTaplie MI/IE€Hb

1 roga

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

Tabnuua 2. CneuuanuanpoBaHHble MNPOAYKTbI

MeTUOHMHA, TPEeOHUHA, BanuHa, nsonenumHa (B 100 r cyxom cmecu)

Ha OCHOBe aMMHOKUCIOT 06e3

HanmenoBanue npoaykra benok Kup, VYrneBoapl, I | DHEpreTHUECK Bospact
(PkxB.) T r as [IEHHOCTb, MIPUMEHEHHUS
KKaJI
XMTVI  Anamix infant|13,1 23 49,8 469 ot 0 10 1 roma
Crieninanu3upoBaHHBIN
MPOAYKT JIETCKOTO
IUETHIECKOTO J1e4e0HOTO
MUTaHUA IJI JI€Te MepBOTO
roga xm3Hun ot 0 mo 12
MecCSIIEB B KayecTBe
OCHOBHOI'O IIHTaHUSI U B
KAayecTBE JOITOJHHUTEILHOTO
OUATAHUS U1 IeTER 0 3 JIeT
"MMA/PA AHaMMKC
Nudant"****
"Hyrpuren 14 14 23 50,5 471 ot 0 mo 1 rona
-tre, -met, -val, -ile"
Cnenuanu3upoBaHHbIN
MPOJYKT cyxoi TUISt
JUETHYECKOTO J1Ie4eOHOTO
MMATAaHMS JETEH MepBOro roja
JKU3HH, OOJIBHBIX
MPOIMOHOBOM u
METHIMAaJIOHOBOM
anunemuer, "Hyrpuren 14 -
ile, -met, -thr, -val"****
"Hytpuren 20 20 18 50,4 444 crapire 1 romga
-tre,- met, -val,- ile"
Cnenuanu3upoBaHHbIN
MPOAYKT CcyXxou IS
IUETUYECKOIO J1e4eOHOTO
NUTaHUS ~ JeTell  crapiie
OOHOTO  TOJa,  OOJIbHBIX
IIPOMTMOHOBOM 51
METHUJIMAJIOHOBOM
anuaemuel, "Hyrpuren 20 -
ile, -met, -thr, -val"****
"Hyrpuren 40 40 13 31,6 403 crapue 1 roga
-tre,- met, -val,- ile"
Crneunain3upoBaHHbIN

Ctpanuua 41 u3 56



http://disuria.ru/

KnuHnyeckne pekomeHgaunm — D.pyrme B/Abl HapyLweHna obmeHa aMUHOKUCIOT C pa3BETBIEHHON LiEenbto (MeTV]J‘IMaJ’IOHOBaﬂ

aunpemusi/Aungypust) — 2024-2025-2026 (12.07.2024) — YT1BepxaeHbl MuH3gpasom PO

MIPOAYKT CyXxon JUTS
TIUETUYECKOTO JIEYeOHOTO
MUTaHUA  JIeTed  craplie
OJHOTO  TOAa, OO0JIbHEIX
IIPOITMOHOBOM u
METHIMAJIOHOBOM
arunemueit, "Hyrpuren 40 -
ile, -met, -thr, -val"****

"Hyrpuren 70

-tre,- met, -val,- ile"
Crieninanu3upoBaHHBIH
MPOAYKT CyXon JUTSt
IUETUIECKOTO J1e4e0HOTO
NUTaHUA  JIeTed  crapiie
OJHOTO  TOja, OOJIBHEIX
IIPONMOHOBOM u
METHUJIMAJIOHOBOM
anunemuel, "Hyrpuren 70 -
ile, -met, -thr, -val"****

70

4,5

298

crapie 1 roga

Milupa OU 2-prima
Cnennann3upoBaHHBIN
MPOIYKT IAETUYECKOT0
JIeUeOHOT0  NUTAHUA A
nered  crapme | rona,
CTpaJaroluX OpPraHUuYeCKOU
anuIeMrued — MPONHUOHOBOM
158107 METHIMAJIOHOBOM
aruaemueit, "Milupa OS 2
Prima"****

60

5,3

261

ot 1 no 8 ner

Milupa OU 2-secunda
Cnenuanu3upoBaHHbINA
MPOJAYKT JIAETUYECKOr O
JIEeUeOHOr0  NIUTAHUA A
JeTed crapmie 8 JIeT U
MMOJPOCTKOB,  CTPAJArOIIUX
OPraHMYeCcKOW alujaeMuen —
MIPOTTMOHOBOM HIIH
METHIMAaJIOHOBOM
aruaemueit, "Milupa OS 2
Secunda"****

70

1,6

286

oT 9 o 14 net

Milupa OU 3-advanta
Cneunanu3upoBaHHbIN
MPOAYKT JUETUIECKOT O
JIeYeOHOT0  NUTAHUA A
nered crapme 15 ser u
B3pOCIBIX, CTpaJaroIINX
OPraHUYeCKOW aluJAeMUen —
MPONIMOHOBOM 58)071
METHUJIMAJIOHOBOM
aruaemueit, "Milupa OS 3

70

1,8

287

crapuie 15 ner
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| Advanta'**** | |

[Tpunoxxenue A3.4
anMepr pacyeToB NUTaHUA And nauneHToB Npm MHUUNMaAUUN aunetToTepanuun

I [Ipumep pacuera nurtanus pedeHky 1 mec. (ken). Macca 4000 r. ['pyaHoe BckapminBaHue +
CIIJIIT Ha ocHOBE aMHHOKHCIIOT 0€3 METHOHHMHA, TPCOHWHA, BaJIMHA, m3oJeiuHa "MMA/PA Anamukc
Wudant" wu CIUII "Hyrpuren 14 -tre, -met, -val, -ile”

1) paccunthiBaeMm 0a30ByI0 MOTPEOHOCTH B O€JKeE:

- OOuwmit 6enok 1,82 r/kr/cyr = 1,82 x 4 =7,28 r <*>

<*> moTpeOHOCT, B OCJIKE pACCUMUTHIBACTCS WHIUBUIAYAIBHO IS KaXJIOTO TAIMeHTa B
3aBUCHMOCTH OT TOJIEPAHTHOCTH K O€JIKy, aHTPONOMETPHUYECKHX TIOKa3aTeliel W pPe3ysIbTaToB
abopaToOpHBIX HccaeaoBaHuil. [Ipu cTaOMIBHOM COCTOSTHUM, OTCYTCTBHHM THIIEPAMMOHHEMHH, OOITU
0emok MokeT ObITh yBesmueH 3a cuet CIIJII 6e3 meTnoHMHA, TPEOHMHA, BATMHA, U30JICHIINHA.

- Harypanbusiit 6enox 1,2 r/kr/cyr=1,2 x4 =4,81

2) PaccunThiBaeM KOJIMUECTBO TPYAHOTO MOJIOKA:
B 100 M1 — 1,2 r Oenka
X—-4,8T, orcrona X =4,8 x 100/ 1,2 =400 mn

3) PaccuutbiBaeM, CKOJIBKO Oenka peOeHOK mAomkeH moayduTh 3a cuetr CIUIIT wHa ocHoBe
aMUHOKHCIIOT 6€3 METHOHMHA, TPEOHNHA, BAIMHA, n3oJeiua: 7,28 — 4,8 = 2,48 r 6enka

4) PaccuntsiBaem, kakoe koiaumdectBo CITJIIT nomken momyduTs peObeHOK:

A) cuutaem kosimuectBO cMmecu eciii B 100 1. cyxoit cmecu comepxkutcs 13,1 T OGenka (Oenka —
SKBUBAJICHTA).

B 100 r— 13,1 r Genka

X —2,48r,orcroma X =2,48 x 100/ 13,1 = 18,9 r (19 1) cyxoit cmecw.

b) cumraem kommuectBOo cMecu, eciu B 100 T cyxoi cmecu comepxkutcs 14 r Oenka (OGenka —
SKBUBAJICHTA)

B 100 r — 14 r 6enka

X —2,48r, orcroga X =2,48 x 100/ 14 = 17,7 r (18 r) cyxoii cmecH.

YuuteiBas, uyto y neteit rpyanoro Bospacra CIUIII sxkenaTenbHO MPUMEHSTHh B KaXK0€ KOPMIICHUE,
a MHTEepBaJl MEXIy KOPMIICHUSIMU MUHUMYM 3 Yaca, pacnpenenseM Ha 8 mpuemoB 19 : 8 =241 (2,3 1) x
8 pa3 B JieHb.

B) Pa3Boum cyxyro cmech:

Ecnu 5 r cyxoii cmecu pazBogutcs Ha 30 M1 — 2,4 1 (2,3) pazBoaum Ha 15 M BojbI

4) PaccuntbiBaeM 00BEM M KOTUYECTBO KOPMIICHU.

Ecnu pebenox ect 8 pa3 B ieHb, MOTy4aeTCs:

50 ma rpynHoro Mosoka + 2,5 v CIUII, pa3BenenHoit Ha 15 mu1 BobI

5) IIpoBepsieM dHEPreTUYECKYIO IEHHOCTh paIlioHa!

B 100 mn rpyznHoro mosoka conepxutcs 70 kkan, 3Ha4uT B 400 Mt — 280 kkan

B 100 r cyxoit cmecu (CIIJII) conepxurcs 469 kkan, 3Ha4uT B 19 r — 89 kkan

280 + 89 =369 kxan = 91 kkay/kr

5) Bocronusiem neuuut kanopuid <**> nenesas s3HepreTHuecKkas IeHHOCThb paruoHa 107 Kkaji/kr:
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<#*> mpu ngeduuuTe KaNOpU M HEBO3MOXKHOCTH N100aBUTH Oosbiiee kommuectBo CIIIIT 6Ge3
METHOHUHA, TPEOHWHA, BaIMHA, H30JIeHIIMHA (HapuMep, B Clydae TUIepaMMOHUEMHUN ) IS JOCTHKCHHS
ONTUMAIILHOW  HHEPreTUYECKON  IIEHHOCTHM  pallioHa  HCIOJIB3YIOTCS  pPacTBOPBI  JEKCTPO3BbI,
MaJbTOJEKCTPUH, 0€30€IKOBbIE 3aMEHUTEIN MOJIOKA.

A) PaccunteiBaeM noTpeOHOCTH B TOTIOJIHUTEIBHBIX KaTOPHSIX:

107 — 91 = 16 kxan

b) Cuntaem xosmmuectBo 10% nexcTpo3bl:

B 10 M 10% nexctpo3sl — 4 Kkai

X — 14 xxkan, orctoma X = 16 x 10 / 4 = 40 mn 10% pgexcTpo3bl B CyTKH, pa3jieiisieM Ha 8
KopMJieHUH, nosrydaercs S mi 10% nexkcTpo3bl B KaXK10€ KOPMIICHHE.

IT IIpumep pacuera nuranus pedeHky 3-Xx jer, macca tena 15 kr ¢ ucnonb3oBanuem CIUIIT na
OCHOBE aMHUHOKHUCIIOT 0€3 METHOHWHA, TPEOHUHA, BaluHa, u3oneiuna "Hyrpuren 40

-tre, -met, -vaI, -ile". Pacuyer IIPOBOJUTCS B COOTBETCTBHUH C IIPUBCIACHHBIMH BBINIC NPHUHIIWUIIAMHU.
CootHomieHue 0: X: y OT 00111el SHEPreTUYECKOM LIEHHOCTH palioHa J0KHO cTpeMuTthbes K 10 : 30 : 60.

1) PaccunutpiBaem 6a30Byr0 MOTPEOHOCTH B OETIKeE:

- O6mmii 6enok: 1,26 r/kr/cyr = 1,26 x 15=18,9 r <*>

<*> Jlpu cTaOMIBHOM COCTOSIHUM, OTCYTCTBHUHM THIIEPaMMOHHEMHH, OOIIMI OEIOK MOKET OBITh
yBenudeH 3a cueT CIIJIII 6e3 MeTnoHnHa, TpeOHWHA, BAJIMHA, U30JICHITHA

2) PaccuntpiBaeM HaTypaJbHBIN OCJIOK:
0,85 r/kr/cyr=0,85x 15=12,751

3) PaccuutsiBaem koimdectBo CILJIIT Ha ocHOBE aMUHOKHCIOT O€3 METHOHWHA, TPEOHWHA, BaJMHA,
m3oneiinnHa (eciu B 100 r cyxoit cmecu coaepxutcs 40 T Oenka).

A) CuuraeM CKOJIBKO Oelika peOeHOK aoiikeH moaydutsh 3a cuer CIUIIL: 18,9 — 12,75 = 6,15 r
Oenka

b) cuntaem koiaMuecTBO cMecu:

B 100 r — 40 r 6enka

X —6,15T, orcrona X = 6,15 x 100 / 40 = 15 r cyxoii cMecH.

4) PaccunThIBacM SHEPreTUYECKYIO [IEHHOCTh PallMOHa!
66-99 kkan/kr/cyt = 990-1485 kkan B CyT.

Ha ocHOBaHUM JaHHBIX pacu€TOB MOKCT OBITh IMPCIAJIOKCH cnenylonmﬁ IIJIaH IIMTaHMA:

O0wvem | Benok HarypanbHbiii | benok-skBuBanenT | KanmopuidiHoCTh (KKa)
(r) ()

"Hyrpuren 40 15T 0 6 60
-tre,- met, -val,- ile"
Kama pucoBas |20 r 1,4 75
(merckas)
OpyKTHI 200 T 0,8 88
OsBo1u 250r 3,2 62
Kaprogens 100 r 2 77
ONMBKOBOE Maco 5T 0 45
banan 150 1,8 129,9
Kama wynbrusnakosas |40 r 2,8 150,3
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(merckasi)

Makapons! 6/6 40T 0,02 105,9
CnuBOYHOE MAcCiIo 51 0,025 38
HEwmoJox0 prcoBoe 400 v 0,8 240
NTOT'O 12,8 6 1071

[Tpunoxenue A3.5

MpuMepHbIN CYTOYHBLIN HAGOP NPOAYKTOB, €ro XMMUYECKUN COCTaB U 3HepreTMyeckas
LeHHOCTb ANA AeTen AOLWKOSIbHOro Bo3pacrta ¢ MeTUJIMasioHoOBOW aunaeMmmen

[IpoaykThl KonunuectBo, r (Mn) |  XuMHYECKHUH cOCTaB, T DHepreTuyeckas
LIEHHOCTB, KKall

Oenku KUPBI YTIICBOJIBI
Xneb HuzkobenkoBeiil | 140 1,06 3,5 84,2 |378
X1e000yII0YHbIC 30 0,23 2,7 19,4 105
W3JENHS
Cyxas cMech 54 0,87 1,8 50 79,3
HHU3KOO0EeJIKOBas
Bepmumens 13,7 0,12 0,08 11,2 |479
HU3KOO0EeJIKOBas
Kpyna auskobenkoBas |25 0,2 0,5 21,6 1|90
Cyxoii 6e30e1K0BbIT 24 5,0 17,2 (114
HAIIUTOK
Macio ciIuBO4YHOE 20 0,1 16,5 |0,16 149
Macio ToruieHoe 10 0,03 9,8 0,06 |88,7
Maco pacTuTenabHOe 15 - 149 |- 134,8
Caxap 30 - - 29,9 (1137
Bapenne 20 - - 14,0 |56
Kaprodens 100/70 1.4 0,28 |11,4 |56
Kanycra cBexast 55/44 0,79 0,05 (21 11,9
MopkoBb 95/76 0,98 0,07 14,8 25,8
Csekia 60/48 0,72 0,05 14,32 |20,2
Kabauku 25/19 0,12 0,06 |1,0 4,75
Orypiis 5/4 0,03 - 0,11 (0,65
Canart 10/9 0,12 - 0,18 |14
[TomuopsI 15/13 1,3 0,03 (0,49 (3,0
Tomar-macra 8/7 0,35 - 1,33 |7
JIyk permyatsiii 5/4 0,05 - 0,32 (1,45
KirokBa 10 0,05 - 0,38 |2,6
Coxu 100 0,5 - 11,7 |47
OpPYKTHI CBEKUE 200/170 0,9 0,5 16,6 78,17
DpPYKTHI CyXue 10 0,3 - 5,05 |22,7
3a cueT HaTypalbHbBIX 9,5 70 258 1700
MIPOJIYKTOB
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PaspelweHHble U orpaHM4YeHHble K noTpebneHuto npoayktbl npu MMA ("nuweBon

ceetodop”)

KPACHBIU CITMUCOK (He pa3pelnieHHbIe)

Msico u MACHBIE U3aETUI

bapanuna., ropsiivHa, CBUHMHA, MSICO NTULL (KYpbl, YTKH, HHJEHKA),
K0J10achl, NAIITEThI, CAp/AEIbKU, COCUCKHU, CYONPOAYKTHI (I1€YEHbD,
MOYKH, CEPJILIE), MICHBIE JIEITMKATEChI

Pr10a 1 ppIOHBIE PO TYKTHI

Pr16a Mopckas u peuHasi cBexasi ¥ 3aMOPOKEHHasl, pbIOHbIE KOHCEPBHI,
UKpa, KpaOoBbIe M PHIOHBIC MAJOYKH, KPEBETKU, MOJUIFOCKH, MACThl U
IALITETHI, PAKH

TBOpOT U CBIPHI

TBOpOT, TBOPOKHUKH, TBOPOKHBIE MAcChl M CHIPKH, OpbIH3a, CHIPHI
TBEP/IbIE Y MSTKHUE, CHIPBI CHIPKH IIJIABJIEHBIE, CBIPHBIE MACCHI

Xne0 u x1ae600ynoyHbIe
U30CIUS

MyKa (TIIIIEHUYHAs, pyKaHas, OBCsSHas, TpeuHeBast), xjied OenbIi u
YEPHBIN, XJIEOHBIC MAIOYKH, OapaHKH, OYyJIOUKH, MeYEHbE, TUPOKHOE,
CYIIIKH, TOPTHI

Kpyna u xnones

Kpyma rp€4HeBas, McHoO, TOJOKHO, KpyIia MaHHas, SYHCBAas, XJIOIbI
OBCSHBIC

CoeBbl€ TPOTYKTHI

MYKa CO€Basi, MPOIYKThI U3 COU, IIMPOKO PAaCHpPOCTPAHEHHBIE B
BEreTapuaHCKOM MHUTAHUHU, IIONTKOPH

Slima

BCE BHUJIBI STUIT

Opexu

BCC BHJBI OPCXOB

YKEJITBIN CITUCOK (puMEHSITH C OrpaHHUYCHHSIMH)

Mo10KO ¥ MOJIOYHEIE
TIPOTYKTHI

Monoxko, kedup, HorypT (¢ coaepkanuem Oenka He 6oiee 2,8 /100
M) — 30 mit;

Monoxko, kedup, HOTypT (C coaep:kaHreM Oellka U ChIBOPOTKA
TBOpOXKHas — 120 mut;

cMmerana — 35 Mt

ciuBKH 35% xupHoctu — 45 mi;

ciuBkH 10% xupHoctu — 30 Mo

Kpymna u kpymnsnble uznenus

puc oTBapHO#l — 45 T;
KYKypy3Hasi Kpyma BapeHas — 35 1;
KYKypY3HbI€ XJI0Tbs — 15 T

(@):1)115

kapTodens BapeHsiii B MyHupe — 80 T

kapTodens Gpu WK KapeHbId — 55 T;

YHIICHl — 45 T;

KapTodenpHoe mope ObICTPOro npurotoBieHus — 10 r;
KarycTa 1jBeTHas BapeHas — 30 r;

Karrycta OpOKKOJH cbipasi, BapeHas — 30 T;
OproccenbcKasi Karycra BapeHas — 351

OBOH_IHHC KOHCCPBBI

nKpa OaknaxanHas — 60 T;

uKpa kabaukoBas — 50 r;

mmuHat (mope) — 50 ;

ropoIeK KOHCepBUpOoBaHHbI — 30 T

XKupsl u macia

CJIMBOYHOE Maclio (coaep:kaHue xxupa 82%), TonjaeHoe Macio,
pacTuTenbHbIE Maciaa BceX BUJOB (SKUIKUE U TBEPAbIE), AP
(BHYTpEHHMI CBUHOM KHp), TOIUIEHBIE )KUPBI (TOBSKUI, CBUHOH,
KYpPHHBII), cano cBuHOE (MUK, HO He OexoH), Mmacio MCT
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3EJIEHBIN CITUCOK
(mpuMeHsieMbie CBOOOTHO, HO 3TO HE OTMEHSET HEOOXOAMMOCTH y4eTa KOJIHUeCTBa OenKa u
AMUHOKHCIIOT)
@pPYKTHI U Ar0bI CBEXHE U KOHCEPBUPOBAaHHbBIE (MJIM IPUTOTOBJIEHHBIE B Caxape)

bpyKTHI: aOPUKOCHI, aiiBa, aHAHAC, alleILCUH, apOy3, BUHOTPA/,
rpaHart, TpyIIn, rpeundpyT, ryaBa, IbIHS, ©KEBUKA, U3IOM, HHKHUD
(cBeXuii, HO HE CYIICHBIN), KUBH, KIIYOHHKA, KPBKOBHUK, JTUMOH,
MaJIMHa, MAaHT0, MaHJIAPUH, HEKTAPHH, OJIMBKH, TIEPCUK (CBEKUI, HO HE
CYIICHBI), CITMBA, CMOPOJIMHA CBEXas (UepHasi, KpacHast, Oemnast), TepH,
YepHUKA, YSPHOCIIUB, IIEITKOBUIIA, IOJOKH, PPYKTOBBIE CAJIATHI,
3acaxapeHHBIC SITOJIbI H (PPYKTHI

OBo11H u 3€J1€Hb OBo1u 3a uckioueHneM 0000BBIX (apTUIIOKH, OaKIaXaHbl, OPIOKBA,
KabaukH, Kpecc-caliaT, Karmycra 0e0- 1 KpaCHOKOYaHHasl, Karepchl,
KOPHUIIIOH, JTYK-TIOPEH 1 penvaThiii, MOPKOBb, OTYPIIbI, TACTEPHAK,
MaTHUCCOHBI, Mepel (KPacHBIM, 3€JICHbIH, )KEIIThIN, OPaHKEBBIi),
MIOMUJIOPBI, TIETPYIIKA U JF00ast 3eJIeHb, PEBEHbB, PEIIHC, PETia, CBEKJIa,
ceJIbJIepel, canar JaTykK, ThIKBa, (PeHXeNb, MapUHOBAaHHBIN YK,
YECHOK, OBOIIIU, 3€JICHB)

Kaptodens Bo Bcex BHIaX PUTOTOBIIEHHS (C OCTOPOKHOCTHIO TIPH
MATOJIOTMH TIOYEK, T.K. MHOTO KaJus);

OBoIHbIE POYKTHI B BUJE CITPEOB, COYCOB, CYIIOB;

DpPYKTHI;
DpyKTOBBIE MOPCHI, COKH, (PpElIN, CMY3H, JINMOHA/IbI, KOMIIOT;
Kpymna u 3epHOBBIE MyKa pucoBasi U KyKypy3Has, Kpaxmall TallMOKH, KyKypy3HBIi 1
KapTo(heabHbIN, TaMOKA, Caro
Caxap u cianoctu Caxap, ¢ppykTO3a, TIF0K03a, MOJIOYHBIN caxap, MaJdbTOACKCTPHH,

COJIOJIOBBII SKCTPAKT, BapeHbE, IHPKEMbI, KOH(OUTIOPHI, CHPOTIBI, MEJI,
MapMernaj, JeIeHIIb, PO3pavHas KapaMellb, caxapHasl Bara,
(bpPYKTOBOE MOPOKEHOE (3aMOPOIKEHHBIN COK), epOeT PpyKTOBBIN

Hanutku NUTHEBAs BOJIA, B TOM 4HCIie OyTUJIMPOBaHHAS U Ta3UpOBaHHAs,
MUHEpaJIbHbIE BOJbI, FTA3UPOBAHHBIC HATUTKH (HO HE C
"AcmaptamoM'), COKH, HEKTaphl, Yaid, YepHBIH Kode

Pa3noe JKEJNUPYIOIKe BellecTBa (arap-arap, eKTHH, PACTUTEIbHBIE CMOJIbI-
KaMe/H ), MUIIeBble apOMaTHU3aTOPbl U KpacUTeN (BaHWIIb, BAHWINH,
MUHJANbHAsL ACCEHIIN, TIepeyHas MsTa, madpaH), rOpUHIla, TyIIHCTHIE
TpaBbl, EPEL, CICIHH, YKCYC

[Tpunoxenue A3.6

MeTabonnM4yecknit KOHTPOSNb, MOHUTOPUHI AUETUYECKOrO fieYeHUsi, HYyTPUTUBHOIO
cTaTyca U BO3MOXHbIX OTAaNEeHHbIX OCNOXHeHU 3a6oneBaHus

Hccnenosanue YacrtoTta

HccnegoBanue YpPOBHA aMMOHHNA, MOJIOYHOM KHCIOTHI B KpOBH, HUCCICAOBAHUC B xaxasbIii BUBUT
KHCJIOTHO-OCHOBHOI'O COCTOSIHUA U I'a30B KPOBU

AMHMHOKHCIIOTBH TJa3Mbl KpOBH (KOMIUIEKCHOE OIpejesieHne KoHLeHTpaiuH | 1 pa3 B 3-6 mec.
AMUHOKHCIIOTBl M AIWIKapHUTUHBI B KPOBH, KOMIUIEKCHOE OIIPEIEIICHNE
KOHIICHTpAllMd aMHUHOKHUCIIOTHI M allWJIKApPHUTHHBI B KPOBU METOJIOM TaHIEMHOM
Macc-CHEKTPOMETPHH)
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(mocne 3 —4 4 rosioganmus)

Opranuyeckre KHCIOTBI B Moue (KOMIUIEKCHOE OIlpeneneHue conaepxkanus |1 pas B 3-6 mec.
OpPraHUYECKUX KUCJIOT B MOUE)

WccnenoBanue ypoBHs cBoboHoro L-kapautuna B kposu (TMC) 1 pa3 B 3-6 mec.

KonTtpons nuers! (muieBo JTHEBHUK) B xaxx1ip1ii BU3UT
AHTpPONIOMETPHUS B xaxxnip1ii BU3UT
Knnanueckuit ocMoTp B xaxx1ip1ii BU3UT

HccnenoBanue ypoBHs anbOyMHHA B KPOBH, MpeanbOyMHH KpoBH (ompexaenenue |1 pa3 B 6 MecsIes
COOTHOILIEHUSI OENMKOBBIX (pakuuii METONOM 3ieKTpodopes3a, omnpenerIcHue
COOTHOILIEHUS  OENKOBBIX  (pakuuii  METOJOM  BBICOKOUYBCTBUTEIHHOTO
KaMUIIPHOTO JIEKTpodopesa)

CocTtosiHME KOCTHOM TKaHM (ompeaeneHHWEe ypoBHA oOmiero  Kaiubliud, |1 pas B rof,
MOHU3UPOBAHHOTO KaJbI[Usl, HEOPraHu4eckoro gocdopa B KpoBHU, OOIIET0 MarHus | Ipu MOpaXEHUH
B CBIBOPOTKE KpPOBH, aKTHBHOCTH LIEIOYHOM (ocdarasbl, Hccae0BaHNuE YPOBHS | IOYEK Yalle

25-OH Burtamuna /I B KpoBH, HCCIIEOBAHNE YPOBHS MapaTHPEOUTHOTO TOPMOHA B
KpOBU

Omnpenenenue ypoBHs ButamuHa B12 (inanokoOaiamuH) B KpOBH, UccaeAoBaHue | 1 pa3 B rof
ypoBHS (HOJTHEBOM KUCIIOTHI, HCCIICIOBAHNUE YPOBHS (PeppUTHHA B KPOBH

OcmoTp Bpaua-HeBpoJora ITo moxazanusm

Onpenenenue TIOMEpyIIpHON U TyOynsapHOM (yHkuMuM modek (uccienoBaHue |l pas B 6 mec.
YPOBHA Kp€aTHMHWHA B KpPOBHU, HCCICIOBAHUC YPOBHA MOUYCBUHBI B KPOBH,
UCCIIC/IOBAHUE YPOBHS MOYEBOW KHCIOTHI B KPOBH, HCCICIOBAHUE YPOBHS
mucratiHa C B KPOBW, HCCIICIOBAaHUE YPOBHS KaJbIIMsS B MOYE, HUCCIICIOBAaHHUE
ypoBHs pocdopa B Moue, onpenerieHue Oenka B Mode, OnpeiesieHne atbOyMrHa B
MouYe, OTpeIeJICHHEe KOJIMYecTBa Oelka B CyTOYHOW MOUe, HCCIeJoBaHue (PYHKIIMA
He(hpoHOB MO KJIMPEHCY KpeaTnHuHA (TTpoba Pebepra))

OnpeneneHre akKTUBHOCTH IMAHKPEATUYECKOW amuiia3bl B KpOBH, ompezaeneHue |1 pas3 B 6 mec.
AKTUBHOCTH JIMTa3bl B CHIBOPOTKE KPOBU

Kapauonorunueckoe o0ciaenoBanue 1 pa3 B 12 mec.

(OKT', 9XO0O-KI')

Koruutusasie pyakuun (1Q) ITo nokazanusm

OdranpMonoruyeckoe oocae0BaHNE 1 pa3 B 12 mec.

29I, MPT rosioBHOTO MO3ra, Cyp0J0THUYECKHE TECTHI (ayTMOMETPHS) ITo nokazanusim

CromaTonoruveckas IoMoIib He pexe 1 pasa B
roJt

[Tpunoxenue A3.7

TakTuka npea- u nocrneonepayMoHHOro BeaeH1Us NnayueHToB

HeoOs3aTenbHble IpoLeypbl

IIpoBepbTe, uTO pebeHOK 370poB (06e3 MpOsBICHWH BHUPYCHOW MM OaKTepHadbHONW HMH(EKIUH) B
TeyeHue 48 yacoB 10 onepaiuu. Eciu ecTh NposIBIEHHUS, TO ONEPALMIO CIEAYET OTIOKUTh

[Tocnennee kIMHUYECKOE 00CIEA0BaHKE MO 3a00JIEBAHUIO JIOJDKHO OBITH MPOBEICHO HE MEHee 4eM 3a 3
Mecsla 10 ONepalnu

HeoT105kHBIE MEpONIPUATHUS M OCHOBHBIE Tpouieyphl (> 30 MUHYT)

HaHpaBLTC Ha KOHCYJIbTAIUIO CIICHHUAIINCTA

IIpu mocrymienuu: npoepbTe aMMoHUHM, pH, rassl kpoBu. Ecnu ammonuit 6onee 200 mmons/n, pH
meHee 7,30 wim nepunmr ocHoBaHuu Oosiee 10 MMOIB/1 wim pebGEHOK UYBCTBYET celsi IIIOXO,
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HCO6XO[[I/IMO OTMCHUTH HEOOSA3aTCIIbHEIC IIPOUCAYPHI W/WIIH HaIlpaBbTC HA KOHCYJIbTAIIUIO CIICIIUAJIMCTA

Benenue npenonepauioHHOE

HeoOs3aTenpHbIe TpoLeyphl

[IpekpaTuTh KOpMIIEHHE B COOTBETCTBHH C MHHUMAIIBHBIMHU 110 BPEMEHU TPEOOBAHUAMU K aHECTE3UH U
Ha4yHUTE BHYTpUBEHHO 10% pacTBOpP AEKCTPO3bI** U 3JEKTPOIUTOB C IEJIbI0 OCTAHOBKH JIMIIOJIN3A!

- 8-10 Mr/Kkr/MHH JUIE HOBOPOXKICHHBIX U JeTel 1o 1 roma

- 6-7 mr/kr/muH 18 gered ot 1 roga mo 12 ner

- 5-6 Mr/Kr/MHH 1T TOAPOCTKOB OT 13 et

- 4-5 Mr/Kr/MHH U1 B3pOCIIBIX

Jnst Bl12-uyBctBUTEenbHBIX (GopMm HeoOxoaumo BBeneHune BO3BAO1 #lluanokoOamamuHa** 1 wmr
napeHTepaIbHO 3a 24 vaca J10 MPOIEayphl U B JIeHb oniepaiiuu [46]

JloGaBuTh BHyTpUBEHHO #JleBokapHuTuH U3 pacdyera 100 mr/kr/cyrku. MakcumanbHo 12 rpamm s
B3pocCIbIX [46]

Bce wuH(Qy3uum A0KHBI TNPONOJIKATHCS B TEUEHHE BCErO0 OIEPAaTUBHOTO BMeliarenbcTBa. [lpu
JUINTENbHBIX ONepalusix HEoOXOAMMO PacCMOTPETh BOIPOC MPUMEHEHUS KUPOBBIX SMYJIbCUH IS
MapeHTePAIbHOTO NUTAHUS** (0T 1 10 2 MI/KT/CYTKU BHYTPUBEHHO)

Benenune MOCJICONCPaIOHHOC

KOpMHeHI/Ie IocJjcC ornepanuu B 3aBHCHUMOCTH OT MeTa00INYECKOI0 COCTOSHUSA nanyueHTra ¢ y4€ToM
CTaHJAPTHBIX IMTOCIICOTICPAITNOHHBIX Be)IeHI/Iﬁ aIMEHTOB

HpO)IOJ'DKI/ITB CUMIITOMAaTUYCCKYIO TCPAIIUTO

Pemenne Bompoca 00 oTMeHe HWHGY3MOHHOM Tepanmuu MPUHUMAETCS HWHAWBHUIYaJIbHO IOCIE
CTa0MJIM3alUK COCTOSIHYSI ALIMEHTa

Ecmu B mocneonepaniioHHOM Tieprojie peOCHOK HEe BOCCTAHOBHII OOBIYHBIA PEXUM TpHUEMa MUIIHA WIIN
Hayvanach pBOTa:

- MPOBEPHTE T'a3bl KPOBH, AIEKTPOIUTHI 1 aMMOHHI

- o0cyuTe Ha3HAYCHHE MPOTUBOPBOTHBIX MpEMapaToB (M30eraiTe MpUMEHEHHUST METOKIIONPAMHU/IA)

- MPOJOJDKANTEe BHYTPHBEHHBIE MHQY3UH NEKCTPO3bI**, #JIeBOKAPHUTHH W BHYTPUBEHHBIX JKHPOBBIX
AMYJIbCHM JIJIs1 TapeHTEPATbHOTO MUTaHus ** (1-2 rp/Kr/cyTKn)

- 100aBbTE€ aMUHOKHCJIOTHI JUTSl TAPEHTEPAILHOTO MUTAHKUS**, €CIIM TPUEM TTHUIU He BO30OHOBHIICS, U3
pacudeta 0,5-0,8 rp/kr/cyTku

- BBINIMCHIBAITE/TIEPEBOINUTE TOJIBKO TOCIIE CTAOMIN3AIIH METa0OIMYECKOTO COCTOSIHHUS PeOCHKA

[Tpunoxenue A3.8
MamsATKa naumeHTa ¢ MeTabonnyeckum 3aboneBaHnem

ITACIIOPT ITALIMEHTA C METABOJIMYECKHUM 3ABOJIEBAHUEM
dUO

Jlara poxaeHus
Jlnaruos: (MKB-10)
[Tomuc OMC:

KOHTAKTHAS UHOOPMALIMA OTAEJIEHUA/JIEHAILIETO BPAUA:

KIIMHUYECKME PEKOMEHIALIA M3 P®
https://cr.minzdrav.gov.ru

CKOPAA 1 HEOTJIOXXHAS ITIOMOILb
VY manueHTa BBICOKUI PUCK pa3BUTHS META00JINYECKOTO KpU3a
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Tpebyercst sKCTpeHHAs: TOCHUTAIN3AIMS TPU HATMYUU CUMIITOMOB META00JIMYECKOTO KpH3a

CUMIITOMbBI METABOJIMYECKOI'O KPU3A: nnutenbHbId OTKa3 OT €/bl, TOLIHOTA, PBOTA,
YTHETEHHE CO3HAHUS, CYyJJOPOTH.

I[TPOTUBOIIOKA3AHUA:
- BBenenue GenKOBBIX pacTBOPOB (AMUHOKHCIIOTHI JJIS ITAPSHTEPATLHOTO BBEICHUS)
- JlnutensHOE rojo aHue

- UCKJIFOYUTD [MPOJAYKTHI mscubie, ppiOHBIE, MOJIOYHBIE, O000OBBIEC, COEBBIE  OPEXH.
- MennkamMeHTO3Has Tepanus: npenapaTsl BabnpoeBoi KHCIOTHI

HEXEJIATEJIBHO:
BrIcokue 03B! TIIFOKOKOPTHUKOUJIOB

HEOTJIOXKHASA IUATHOCTHUKA:
ONpECICHUE DJIEKTPOJIUTOB KpPOBH, TJIOKO3bl, MOYEBHHBI, KpearnHuHa, amuiasbl, KIIC
(buxapOoHaThl, 1akTat, OypepHbIe OCHOBAHUS), aMMOHHH.

HEOTJIOXXHAS TEPAIINA:

- DKCTpeHHOE BHYTPHUBEHHOE BBEICHHE IEKCTPO3BI™*: HOBOpOXKIeHHBIE M neth 1m0 1 roma 8-10
mr/kr/muH, ot 1 g0 3 net 7-8 mr/kr/muH, oT 4 10 6 et 6-7 mr/kr/muH, ot 7 go 12 getr 5-6 Mr/Kr/mMuH,
crapmie 12 et 4-5 mr/kr/muH, B3pocibie — 3-4 Mr/kr/MuH. [Ipy CHUYKEHUU TIIFOKO3bI HUXKE 2,5 MMOJIB/IT —
ctpyinoe BBeaeHue 10%-25% nmexkcTpo3sl u3 pacuera 2-3 Mil/Kr, ganee KarmeiabHoe BBeneHue 10%
JEKCTPO3bl CO CKOPOCTBIO 7-9 MI/KI/MUH 110 HOpPMajM3allik YPOBHSI TJIOKO3bI B KpoBU. [lpm
HeoOXoIuMOCTH JOoOaBJeHHE Mpenapara TPYMIbl "UHCYIMHBI KOPOTKOTO JIEHCTBHUS U UX aHAJIOTH IS
MHBEKIIMOHHOTO BBeJIEHUs (Hampumep, #UHCYIMH acmapT**, #UHCyIMHA pacTBOPHUMOIO PaCTBOPUMBIH
[ueoBevYeCcKOTo YeIoBEeUECKU reHHO-UHXeHepHbIi | **) B no3e 0,01-0,05-0,1 ME/kr/4.

- #JIeokapauTiH 100-200 MI/KT B CYyTKH 0 HOpMaJIM3aIliu COCTOSsIHUSA. B mepuo kpu3a u ocTpoi
TUTIEPAMMOHHUEMUH 71032 MOKET ObITh yBenudeHa ;10 300 mr/kr/cytku (12 T MakCuMyMm).

- Jluera. B Teuenune 24-48 yacoB (He OoJjiee) MepeBECTH HA MUTAHUE HMCKIIOYUTEIBHO CMECHIO
aMUHOKHUCIIOT ©e3 u30JelllMHa, METHOHMHA, TPEOHMHAa U BajJMHA C COXPAaHEHUEM CYTOYHOU
KaJIOpUHHOCTH MUTAHUSI.

- ONEepaTUBHOE BMEIIATEIbCTBO/aHECTE3Us — HH(Y3MOHHAs Tepamus B CIydasX, TPeOyrommx
yIUTMHEHHE MepPHOo/ia TOJIOJaHUsI, PACTBOPBI JEKCTPO3bI** (U3 pacyera §-10 MI/Kr/MHUH ISl IeTeil EpBOTO
rojia )KU3HH, 6-7 MI/Kr/MUH — Ajia nerer oT roga o 10 met, 5-6 Mr/kr/mMuH — 1 Aeter crapme 10 jet) u
PacTBOpPBI, BIUSIONIME HA BOJHO-AJIEKTPOJIUTHBIA OanaHc (Kalus XJIOpHI + HATpus aueraT + HaTpus
XJIopug**).
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[Ipunoxenue b

Anroputmbl AencTBUM Bpada

WTHHN B BbiCywe

A

C3 > 6.8 meM/n nnn C3 < 6.8 mxMin
Cc3/c2>0.22 C3/C2<0,22

v

KOHCYNBTAUMA Bpava-
reHeTHra/epava-neanartpal/spava- <
HeoHaTonora. Mlocnurannaayna,
peweHne sONPOCA 0 Havane
Tepanun Tepanum

. ‘ v v

HEOAHOIHAUHBE PeIyNbTaTH
anannaa tHey wnnn
OPraHNuecknx KNCNOT MOUN

v v

CONOCTARNEHNE KNNHNNECKNX
W NabopaTOPHLIX AAHHBIX HCENWONEHNe

nexknwvenne ownbox HEQOCTATONHOCTH BUTAMMHA ..

NPeAHANNTHNECKOrO 3Tana

3

3-OH-nponnoxosan xucnoTa METHNAMANOHORAA KNCNOTA
tHey Hopma tHcy HopMa N nosbweH

tHey & Hopme
OPraHNVeckne KNCNOTH & ..

KOHCYNBTAUNA Bpava-
reseTnra/spava-
neanatpa/spava-
HeoHaTonora. ..

o HEOAHOIHAUHE PeIyNbTaTH
AHK-anannaa

MeHeTHyECKan nanvens

FeHoTHN ycTanosneH

| meanro-renernvecroe
KOHCYNbTHPORAHNE CEMbI
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IIpunoxenue B
UHdopmaumua ana nauueHTa

YTo Takoe meTUnmManoHoBas auMAeMMﬂ/auMAprﬂ?

MetunManonoBass auuaypus (auuaemMusi) — TIpyldna HaclEICTBEHHBIX HapylleHU oOmeHa
METHJIMAJIIOHOBOM KHCIOTHI WM KoOamamuHa (ButammHa B12). M3sectHo 7 ¢opm MMA, Bce oHH
CBSI3aHBI C HApYLIICHUSIMH PabOTHl (PEPMEHTOB, KOTOPhIE HEOOXOIUMBI JUIS MPABMIIBHOTO METa0oIM3Ma
aMUHOKHCIIOT: METHOHUHA, TPEOHNHA, BaJIMHA, N30JICUIINHA.

Kak yacTto BcTpeyaeTca meTunmMmanoHosas aumaemMma?
MMA - penkoe 3aboseBanue. Yactora panuel, Tspkenod dopmsl MMA cocTaBisieT B CpeaHeEM
1:50000 >kuBBIX HOBOPOXKJEHHBIX.

Kak nposiBnsieTtca meTunmanoHoBas aumaypua?

MMA MoOXeT nposBIISITECS B Pa3HOM BO3pacTe — OT MIiajeHdecTBa 10 aAerckoro. IIpm stom
3a00JI€BaHUHM HAKAIUIMBAIOTCA TOKCHYHBIE BEIECTBA, KOTOPHIE OKa3bIBAIOT BO3JCUCTBHE HAa KIIETKH
HEPBHOW CHUCTEMBI, MOPKEITYIOYHON JKeJle3bl U CepPACUYHON MBIIIIBL. Y peOeHKa MOXKET HaOII0aaThCs
CUMIITOMBI, HATIOMUHAIOIIINE OTPABIICHUE (MHTOKCUKAIIUIO) — YacThle CPBITUBAHMUSA, PBOTA, OTKAa3 OT b,
MBIIIIEYHAS CIIA00CTh, BAJIOCTh, CY/IOPOTH, TIOBBIIIIEHHAS] COHITMBOCTD.

Haubonee omacHbIMH ISl JKH3HA COCTOSIHUSIMHM, BEIYIIMMH TIPH OTCYTCTBUH JICUCHHS, K
HEOOpaTUMBIM TOCJIEICTBUSAM BILIOTH JI0 JIETAJTLHOTO MCXOJa, SIBJISIOTCA ''Merabosnueckue kpusbl'. B
ATU MEPHOJbl TMOBBIIIACTCS KOHIIEHTPALUsI OPraHUYECKUX KHUCIOT B KPOBH, aMMOHUS, HU3MEHSETCS
KHCJIOTHO-IIIEJIOYHOE COCTOSTHUE KPOBH, HAPYIIAETCS SHEPTeTHIECCKIIT OOMEH.

Kpuser 006IYHO TIPOBOLIMPYIOTCS TaKUMU (haKTOpaMH, KaK BUPYCHBIC U OaKTepHaIbHBbIC MH(MEKIINH,
CTPECCOBBIC CHUTYyallUM, TPAaBMbl U XHPYPrUYECKHE BMEIIATEIHCTBA, SMOIMOHAIBHBIE U (U3MUECKHE
Harpy3Kku, IpueM HEKOTOPBIX JIEKAPCTBEHHBIX MTpenapaToB.

HeotnoxHoe JieueHHe OYEHb Ba)XHO, TaK KaK CYHIECTBYET BBICOKMUA PHUCK HEBPOJOTHMYECKUX
OCJIOKHECHUM.

Kak HacnepgyeTcs MeTunmanoHoBas auuaypusa?

Bce dpopmber MMA HacnenyroTcs M0 ayTOCOMHO-PELIECCUBHOMY THITY. DTO 3HAYHT, YTO 00JIe3Hb
MIPOSIBIIIETCSL TOJIBKO B TOM cllydae, eciid 00a poAUTeNs SBISAIOTCS HOCUTENISIMH OOJIE3HH M, XOTS CaMH
OHH He OOJIEIOT, MepenatoT peOeHKY JBa MOPaKEHHBIX reHa. BOJIBIIMHCTBO ceMel, e ecTh peOeHOK ¢
3TUM 3a00JIeBaHHEM, HE CTAJIKMBAIIMCh paHbIlIe C M0JA00HON mpobiemMol. PUck MOBTOPHOTO poOXKIEHUS
00JbHOTO pebeHKa B CeMbe, IIe YK€ €CTh OOJIbHBIE JIETH, COCTaBIsAeT 25% Ha Kaxayro OepeMEeHHOCTb.
[TaTorenHbpie M3MEHEHHUS B OJTHOM U3 7 pa3HBIX T€HOB MOTYT NMPUBOAUTH K 3TOMY 3aboneBanuto. Kpaiine
Ba)KHO YCTAHOBUTH F'€HETHYECKYIO GOopMy OONIE3HU, OCKOIBKY OT 3TOrO 3aBUCUT M TaKTHUKA TEPaIuu, U
MIPOTHO3.

bpates u cectpsl 00JIbHOTO peOeHKa MOTYT OBITh OOJIbHBIMH, Ja)XX€ €CJIIM Yy HUX Ha MOMEHT
JMArHOCTHKH YJIEHOB CeMbUM He ObUI0 cUMNTOMOB. B nmaHHOM ciydae HE0OXOOUMO MPOBECTH
JMArHOCTHKY, YTOOBI KaK MOXXHO paHbIIe HayaTh TePanuio U n30exaTh OCIOKHEHUN. Takke OHU MOTYT
OBITH HOCUTEISIMHU, KaK UX poauTenu. UTo kacaeTcs APYrux 4ieHOB CEMbH, TO UM BaKHO COOOIIUTH, YTO
OHH MOTYT OBITh HOCHTENSMHU. DTO 3HAUUT, YTO M y HUX €CTh PHUCK POXKICHHsS peOeHKa C JaHHBIM
3a00JIeBaHHUEM.

Bce cembn ¢ MMA nomkHBI 0053aT€IbHO MPOWTH MEIUKO-TEHETUYECKOE KOHCYIBTUPOBAHHE U
MOJIYYUTh TONHYI0 HWHGOPMAIMI0O OT Bpauda-TeHETHKA O PHCKE IMOBTOPHOTO TMPOSBIEHUS aHHOTO
3a00JIeBaHUSI B CEeMbe, OOCYIUTh CO CIEIMAINCTOM BCE BOIPOCHL, CBS3aHHBIE C HAcleIOBaHUEM
3aboneBanus. B Poccun Menuko-reHeTH4eckre KOHCYIbTAIluU padoTalT B K&KJIOM PErHOHE.

C uenpi0 NpoBEACHUS MPEHATATBbHON M NMPEUMIUIAHTALIMOHHOW TUArHOCTUKHU CYIPYXKECKOH mape
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MPEIBAPUTEIILHO HEOOXOJUMO TPOUTH OOCIIeIOBAaHHE HAa HOCUTEIBCTBO IATOTSHHBIX/BEPOSTHO-
naroreHHsix BapuantoB B remax MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC,
MMACHC, o0paTHBIINCh B CHEIMAIU3HPOBAHHBIC IMATHOCTHUYECKUE JIAOOPATOPHH U MEIUIIMHCKHE
ueHTpbl. IIpeHaranbHas AMArHOCTUKA IPOBOJUTCS MOJIEKYJISPHO-TEHETUYECKMMHM METOAAMHM, IIyTEM
uccnenoBanus JIHK, BeimeneHHold w3 OmonTara BOPCHH XOpPHOHA W/WIM KJIETOK aMHHOTHYECKOU
KHUJIKOCTH W/WJIM TUIOTHOW KPOBH.

Kak yctaHaBnuBaeTcsa guarHo3 MeTMriMarioHOBOMW auuaypum?

Ha ocHOBaHMM KIMHMYECKUX CHMITOMOB Bpad MOKET 3all0/03pUTh JWAarHo3 M OTIPAaBUTH
nangueHTa Ha JjabopaTopHoe oOcienoBaHue. MeToJoM TaHJIEMHOW Macc-CIEKTPOMETPUM B KpPOBU
OTPEEINSAI0T YPOBEHb TAKUX COCIUHEHUH KaK KApHUTHH, allUJIKAPHUTUHBI 1 aMMHOKHUCIIOTHI, C TIOMOIUIBIO
METO0/1a Ta30BOM XpoMarorpapuu Macc-CIEKTPOMETpUENd — ypOBEHb OpPraHMYecKHX KUCIOT Mouu. [Ipu
MMA HaOmromaercss moBbIIeHWE mponuoHWIkapHuTHHA (C3), HU3KOE cojepKaHHE CBOOOIHOTO
kapautuna (C0), nossimenne cootHommeruss C3/CO u C3/C2 B kpoBU, B MOYE TOBBIIICHA KOHIIEHTPAITUS
METUJIMAJIOHOBOM KUCIIOTHI, 3-THAPOKCUIIPOITMOHOBOM, MEeTHIITMMOHHOM. [Ipn HekKoTopbix popmax MMA
TaKKe HaOJI0JaeTcsl MOBBIIIEHUE YpPOBHS TOMOIIMCTEMHAa B KpoBHU. [lanMeHTaM C BBISIBIEHHBIMU
OMOXMMHYECKUMH M3MEHEHUSIMHU, XapakTepHbIMU JUIsi MMA, 1 NOATBEpKJIEHUS TUarHo3a MpOBOJST
MOJIEKYJISIPHO-TEHETUYECKOE HCCIIEJJOBAHUE C IIeNIbI0 BBISBICHHUS IMATOT€HHBIX H3MEHEHUH B TeHax,
oTBeTCTBEHHbIX 32 MMA. OOBIYHO IS 3TOrO0 NPHUMEHSIOT HCCIIEJOBAaHHE C IMOMOUIBI0 TAapreTHBIX
T€HETHUYECKUX MaHEeIEH.

Kak neyat naumMeHTOB C MeTUNIMariOHOBOW auuaypuen?

OcHOBHBIMU MeTOaMH JieueHuss MMA sBisieTcss AWETOTEpanvs W Ha3HAYCHUE CIEHHUATbHBIX
JIEKAPCTBEHHBIX TpPENapaToB, KOTOPHIE IMO3BOJISIOT CHU3HWTH BIUSHHWE TOKCHYHBIX METa0OJWMTOB Ha
OpraHW3M ¥ TIO3BOJISIIOT MM JIETYE BBIBOJMTCS C MO4YOH. J[MeroTepamms 3akirodaercs B OTPaHUUYCHUU
MOCTyIJIeHuss Oenka ©W  TeX  aMHHOKHCIIOT, MeTaboJm3M  KOTOphIXx  HapymieH.  Co3maHbl
CHeIMaJIu3upOBAaHHbIE JIEYCOHBIC CMECH ISl TIMTAHMs JIETEH pa3sHOro Bo3pacra. Bpau-reHeTWK W Bpad-
JTUETOJIOT TIOMOTYT PacCYMTaTh TUETY, MPAaBWJIBHO BBOJWTH NMPUKOPM W HaydaT OCHOBHBIM IpaBUJIaM
muetoTepanun. KpaitHe BaKHO COOJIIOAaTh BCE PEKOMEHIAMKA Bpadel, 4ToObl MaKCUMAJIbHO H30ekKaTh
Pa3BUTHS METa0OJIMYECKUX KPU3OB.

Kak neyat naumMeHTOB B nepuoa Metabonnyeckoro kpusa?

Crnenyer BpeMEHHO NpPEKpaTHTh moTpediieHne Oenka (Ha 24-48 dvacoB). [IoaHOCTBIO OTMEHUTH
0e0K HEeBO3MOKHO, TaK KaK OpPraHu3M HYXKJaeTcs B MOCTYIUIEHUU OeJKa U, €clu ero OyJeT MOCTyIaTh
HEJ0CTATOYHO, aKTUBUPYIOTCS MPOLIECCHl KaTabom3ma.

Jloma mpu TepBBIX NpU3HAKaxX 3a00JeBaHUs, OCOOEHHO Korja y peOeHKa CHIKEH AamleTHT
(Hampumep, TpU TOPOCTYAE, TPUNNONOJOOHBIX CHMIITOMAaX, BHUPYCHBIX HWHQEKUHUAX, JHOOBIX
3a00JIeBaHUSX, COMPSDKEHHBIX ¢ TemmepaTypoi > 37 °C, TOH3WUINTE, TACTPOIHTEPUTE) CIEAYeT HauaTh
Tepanuio Mo MpeIoTBPALICHUIO pa3BUTUS Kpu3a. Eciau poauTenu He yBEpeHbI B MOSIBICHUU Yy peOeHKa
MEPBBIX MPHU3HAKOB MNpuOMKarolerocs 3adoneBaHusi (OJIE€IHOCTh, COHJIUBOCTb, Pa3aPaKUTEIBbHOCTD,
MOTeps alnmeTuTa, INXopaaKa, roJIoBHas 00Jb, JIOMOTa U 0011ast 00Jb, Kallelb, 00k B TOpJie WX YIIax),
TO B Ka4eCTBE Mephl MPEJOCTOPOKHOCTH PEOCHKY clieyeT AaTh BBIMUTH PACTBOP TIIIOKO3BI OJIMH pa3
(tabmuma 1). CaMbIMU paHHUMHU TpU3HAKAMH OOBIYHO SIBJSIOTCS HE3HAUMTEIbHBbIE H3MEHEHUS B
MOBEICHUU, KOTOPBIE OOBIYHO JIETKO 3aMeuaroT poautenu. Eciu peOeHOK OTHOCUTENBHO 3/I0POB U Y HETO
HET PBOTHI, a TOJBKO €Ia0OCTh W HEOOJbINas COHJIMBOCTH MOYXHO TOUTH €r0 4Yepe3 pOT PacTBOPOM
MoJIMMepa TIIOKO3bl YacThIMH ApOOHBIMH ToprHusmMu (Tabnuma 1). TouHBI penenT/KOHIEHTPALUs
MoJIMMepa TIIFOKO3bl, PEKOMEHIOBAHHBIN I KaXKIOTO peOeHKa, OTIUYAETCS, HY)KHO Y3HATh Y JIeHallero
Bpaya 4TO MMEHHO MOJXOJIUT BamieMy peOeHKy. HekoTopbM OeTsM He HpaBUTCS BKyC MOJIUMEpA
[JIFOKO3bl, U OHHM MPEANOYUTAIOT HAMUMTKH, KOTOPbIE MPOJAIOTCSA B CyNEpMapKeTax, HO KOHIIEHTPalUU
YIJI€BOJOB B TaKMX HAMUTKaxX Huke. [lokynmaeMble HANUTKU HYKHO MPUMEHATh C OCTOPOXKHOCTBIO.
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HuskokanopuifHble HalWTKU, HAMMTKH 0e3 J00aBJICHUs caxapa COJAep)KaT OYCHb MaJlo WM BOBCE HE
coJiepKat yriieBOI0B, IO3TOMY UX HE CIIEAYET UCIOJIB30BaTh.

C 1mosiBI€HHEM MECPBBIX IMMPU3HAKOB MeTa6OHI/I‘-IeCKOFO Kpuiza, HC MJOXWUIAAACh IIPpUXOJa Bpaya,
CIICAYET YBEIUYUTH 03y MEPOPATbHOTO (uepe3 poT) #ieBokapuutrHa 0 200 mMr/kr/cytku [46].

Tabmuma 1. O6beM )KUIKOCTH MPU PA3BUTHH META00IHMYECKOTO KpHU3a.

Bospact % neKkcTpo3pr** O6beM xuaKocTH (MI1) B IEHb Yepe3 poT
(;1er)
0-1 10 120-150 mu/kr
1-2 15 120 mir/kxr
2-9 20 ITpu Bece o 10 kr — 100 mu/kr, 11-20 xr — Ha TIEepBBIC JECSTH

kwiorpamMm 100 Mi/kr, Ha cieayronme JeciTh Kujorpamm 50
MJI/KT, TIpu Bece 6osee 20 Kr — Ha nepBble AecsaTh kuiorpamm 100
MJI/KT, Ha CIeAyromue aecsath kumiorpamm S0 mi/kr, mocie 30 kr —
25 mi/Kr

Crapme 10 |25 IIpu Bece go 10 xr — 100 mu/kr, 11-20 kr — Ha mepBBIE JECATH
kwiorpamm 100 Mi/kr, Ha cleayromue aecarh Kuiorpamm S0
MJI/KT, TIpH Bece Oosiee 20 Kr — Ha mepBbIe JaecsaTh Kmiorpamm 100
MJI/KT, Ha cllefyrouue aecsath kuiaorpamMm 50 mi/kr, nocie 30 kr —
25 mir/kr

3areM B TedeHHe 1-2 4acoB HYKHO PEryJsipHO OL[EHUBATh KIIMHUYECKOE COCTOSIHUE peOeHKA.

Ecniu y pebOenka mnocTosiHHas pBOTa M €My HE CTAaHOBUTCS JIydllle, POJUTENSAM CJenyeT
HE3aMeJIUTEIILHO OOpaTUTHCS B OOJIBHHITY JJIs 00CIIeIOBAHMS.

Bpauam ckopoil momomiu HEOOXOAMMO IepenaTh BBIMUCKY C 3aK/IIOUYEHHEM U PEKOMEHAALUSIMU
Bpaya o Tepamuu B MEPUO]I META0OINYECKOTO KpH3a.

PomuTensm Hy)KHO B35Th ¢ CO00M B O0JIBHUITY BCIO HHPOPMAILIUIO 00 UCIIOIH30BAHHBIX PACTBOPAX U
JKeJlaTeIbHO CaMU PaCTBOPHI.

Kaxkoii Hy?kHO IPOBOAUTH MOHUTOPHHT IS NAUUEHTOB?

Heo6xomumM MynmbTHAMCIUIUIMHAPHBIA TOAX0J K HAOMIONEHUIO W JICUCHUIO MalMeHTOoB ¢ MMA
CHelHaMCTaMH Pa3HbIX Mpoduieil ¢ nenapio odecreueHus: KOMIUIEKCHONW Teparuu U CBOEBPEMEHHOH ee
KOppEKIUH Mpu HeoOxoaumocTH. s marmentoB ¢ MMA HeoOXoauMbl peryisipHbie oOcienoBanus. B
TabyiMle MPUBEJCH MPUMEPHBIA MepeyeHb U PEryIspHOCTh HMCCIEJIOBAHUN, HO B KaXKJIOM CIIydae BBI
JOJI’KHBI COTJIACOBBIBATH IJIaH 0OCIEAOBAHMS CO CBOMM JICYAIIUM BPAvuOM.

Tabnuma 2. [IpumepHblil nepeyeHb U PEeryIsIPHOCTh KOHCYIbTAIMM U UCCIEAOBAHUN Y MAIIUEHTOB C
MMA

Hccnenosanne HNuTepran
Koppekuusi nuerorepanuu (mpoBoisT Bpauu-|1 p/mec. Ha 1 romy »xu3Hu, ganee 1 p/3 mec. u mo
TeHETUKH WU BPayu-AUETOJIOTH) nokaszanusM 1o 3 set; 1 p 6 mec. nocie 3 ner
YIBTPa3BYKOBOE UCCIIEJOBaHUE (Y31) |1 pa3 Brox

OpraHoB OPIONTHOM MOJOCTH
npoBezeHue sexkrposnnedanorpaduu (331 |1 pa3 B rox
IpoBeieHuEe OMOXMMHUYECKOTO aHaiM3a KpoBU |[He peke 1 pasa B rox OmnpezneneHue akTUBHOCTH

o01ierepaneBTHYECKOTO JUnas3bl B CBIBOPOTKE KpoBH, OnpeneneHne akTuBHOCTH
NIaHKpPEaTUYEeCKON aMuiIas3sl B KpOBU — HE pexe | pa3a B
6 mec.

OOmwmii (KIMHUYECKUI) aHaTIU3 KPOBH He pexe | pas3a B roa
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oTIpe/ieNieHUue YPOBHsI CBOOOHOTO KApHUTHHA, | KAXKIIbIe 3-6 MECsIIeB B CTAOUILHOM COCTOSIHUU
AMHUHOKHUCIIOT, OPraHUYCCKUX KUCJIOT MOYU B nepuoag I/IH(bCKI_[I/IOHHBIX 32160JICB21HPII>1,
MeTabosimueckoro kpusa He pexe 1 paza B 7-10 nueit
Kapmanonoruueckoe obOcnenoanne (OKI, |B MoMeHT amarHocTukm 3a0ojeBaHus, jaaiee | pa3 B
2XO0O-KI') rox

Kak nauueHTbl nony4atoT neyeHme B Poccumnckon ®eapepauun?

MMA oTHOCHUTCS K YHCIy PEAKUX HACIEICTBEHHBIX OoJie3HEH OOMEHa BEIIeCTB U BXOJUT B
nepeueHb penkux (op¢aHHBIX) 3a00J€BaHUM, JI€EYEHHE KOTOPHIX IPOBOAMTCS 3a CYET CPEJCTB
pernonanpHOrO OropKera. llocie ycTaHOBIEHHME AMAarHo3a HEOOXOJWMO BKIIIOYCHHE TMAIEHTa B
PErMOHANbHBIN CErMEHT PErucTpa Mo KU3HEYTPOKAIOUIUM pPeIKUM (Op(aHHBIM) 3a00IEBaHUM, C LIEIIbIO
JalbHENIero obecrneyeHus: HeOOXOIMMbIM JIe4eOHBIM NMUTAaHUEM U JIEKapCTBEHHBIMHU Npernaparamu. B
pa3HbIX pervoHax 3a BEJICHHE PErucTpa OTBEYAIOT Pa3HbI€ CHEIUAIUCThI, HO Yallle BCEro 3TO BpayM-
TeHETUKH, TI0ATOMY TOCJIE€ YCTAaHOBJIEHUSI JUAarHo3a o0s3aTebHO HY)KHO OOpaTUTHCS K PErHMOHAILHOMY
Bpauy-reHETHKY.

Kak moryT nomoratb poaHble 1 6nuskue?

He 3a0bIBaiiTe — OT ceMbH TakXe 3aBUCUT ycrexX jiedyeHus. Hy)kHo coOnroaaTh peKkoMeHaaluu, Hy
IIpU KAakKMWX YCIOBHMSAX HE JONYCKaTh 'CpPbIBOB' B JHETOTEpAalUM, CIEAYyeT YAEHATh BHUMaHHE
peaduIuTalMK U TJIaHOBBIM 00cieIoBaHusAM. Bee wiieHbl ceMbH JOJKHBI 3HaTh, 4TO PEOEHOK HYXIaeTcs
B 0COOOM NMUTAaHUU U OJIM3KKE POACTBEHHHUKH JIOJHDKHBI OCBOUThH HAaBBIKM pacdeTa JAUETHI.

Ponurenu manuenta c MMA, a B janbHeieM U caM MalMeHT JOJHKHBI ObITh 00yY€HBI MpaBUiIaM
OpraHu3aluM TEPANUKU B MEKIPUCTYIHBIM IEPUO U B IEPUOJL YTPO3bl META0OINYECKOTO KpHU3a.

V pebenka npu cede Bceraa JOHKHA HaXOAUThCS MaMATKA C YKa3aHHUEM HEOTJIOAKHBIX MEPOIPUATHH
B MEPUOJ] HAUMHAOIIErocs: Metabonnyeckoro kpuza ([Ipunoxenne A3.8).
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[Tpunoxxenue I'1-I'N

LLkanb! oueHKw, BONMPOCHUKUN N Aapyrme oueHO4YHble MHCTPYMEeHTbl COCTOAHUA NaluUeHTa,
npunBegeHHble B KMIMHNYECKUX peKoMeHaauunsax

He npumennmo.

Hogpsle, m3nannsie B 2020-2025 rr. 1 odunmanbsHo yrBepkIEHHbIe MuH31paBoM PO,
KIIMHUYECKHE peKOMEHAANHU (PyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILIEM caiTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rae-to keM-To JaHHBIN TOKYMEHT OBLI paHee pacrieyaTaH, JaHHOe n3oopakenne QR-koma
ITOMOYKET BaM OBICTPO MEPEHTH MO CChUIKE ¢ OYMaXKHOW KOITMHU — B HEM HaXOJHUTCS 3Ta CChLIKA.
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