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Cnucok cokpalieHuun

JIHK — ne3okcupr6oHyKIEMHOBAsI KUCIIOTA
KIIC — KUCIOTHO-IIEI0IHOE COCTOSHHE

MPT — marHuTHO-pE30HAHCHAsE ToMOrpadus
TMC — meTon1 TaHJEMHOW Macc-CEeKTPOMETPUN
MMA — MeTUIIMaJIOHOBAS allEMUSI

V3U — ynbTpa3ByKoOBOE UCCIEIOBAHUE

[P — menounas ¢ocdarasza

OKTI — sanexkTpokapauorpadus

Ox0oKI" — sxokapauorpadus

90T — sanexrpo3nLedanorpadus

TepMMHbI nonpepeneHnsA

I'eMonuanu3 — MeTOJ BHEMOYEYHOIO OYHIIECHUS KPOBH, BO BPEMs KOTOPOT'O MPOUCXOIUT
ylajeHue U3 OpraHu3Ma TOKCHYECKHX MPOAYKTOB OOMEHa BEIIECTB, HOpMalu3alus HapylIeHUH
BOJHOTO M DSJEKTPOJIUTHOTO OandaHCOB, MPH ATOM OYHIIEHHWE KPOBU OCYIIECTBISETCS Yepe3
HCKYCCTBEHHYIO MEMOpaHy ¢ MPUMEHEHHEM anmapara "McKyCCTBCHHAs moyka'.

MeTabonu4eckuii Kpu3 — KPUTUIECKOE, YTPOXKAIOIIEe KU3HU COCTOSIHHUE, CIIPOBOIMPOBAHHOE
HeOMaronpusiTHBIMA ~ (hakTopamMu, OO0YCIaBIMBAIONIMMH  yCHJIEHHE TIPOIECCOB  KJIETOYHOTO
kaTabonM3Ma C HAKOIUICHMEM TOKCUYHBIX METAa0OJUTOB W TPOSBIIIONICECS OCTPO BO3HHKIICH
sHIIedaronaTHel, MpUCTyIIaMUi PBOTHI, CYI0POTaMH.

[lepuToHEaNbHBIN 1HAM3 — METOJl BHEMOYEYHOI'O OUMILIEHUS KPOBU, BO BpPEMsI KOTOPOrO
MPOMCXOJIUT yAAJIEHUE U3 OpraHu3Ma TOKCHYECKUX MPOAYKTOB OOMEHa BEUIECTB, HOpMaIU3aLUs
HapyIIeHUH BOAHOTO U AJIEKTPOJIUTHOTO OATaHCOB, MPU STOM OUMIIECHUE KPOBH MPOM3BOIUTCS 3a
CUET CMEHBI CMEIHATBHBIX PACTBOPOB B OPIONTHOM TOJIOCTH, @ B KAYE€CTBE MEMOpAHBI BBHICTYMAET
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6pI-OI_HI/IHa nanucHTa.

1. Kpatkaa wHdopmauma no 3aboneBaHWIO UNUN COCTOAHUIO (rpynnbl
3aboneBaHNn UM COCTOAHUN)

1.1. OnpeaeneHue 3aboneBaHUsi UM COCTOSIHUA (rpynnbl 3aboneBaHUN WUNun
COCTOSIHUW)

MetunmanonoBass  auuaemus (auuaypus) — Tpynna TeHEeTHYEeCKHM  TeTepOreHHBIX
HAacCJIEeICTBEHHBIX 3a00J€BaHUM M3 TPYNIbl OPraHUYECKUX AlUIypuid, CBSI3aHHOE C HapyIICHHEM
oOMeHa METHJIMAJOHOBOW KHCIOTHI W KoOamamuHa (BuTamuHa BI12), compoBoxkaaromieecs
HapyIlIeHueM MeTa0on3Ma psijia aMUHOKUCIIOT (M30JICHIIMH, BAJIMH, TPEOHUH, METHOHHWH ), YKUPHBIX
KHCJIOT C HEUETHBIM YKCJIOM aTOMOB YTJIEpO/a U XOJIECTEPHHA.

1.2. 3tMmonorma w1 naTtoreHe3s 3aboneBaHMA WNU COCTOSHUA (rpynnbl
3aboneBaHNn UNN COCTOAHUN)

Krnaccuueckast ¢opma 3aboneBanusi ooycnoBieHa AeUIIMTOM MeTUManoHUI-KoA myTtassl,
Benencrsue myrtauuit B reie MUT. T'en kaprupoBan Ha 6p2l. 3aboneBaHue XapakTepusyercs
nojHbiM (mut0)) WM YacTH4YHBIM (mut-) OTCYTCTBHEM aKTUBHOCTH (epmenta. [lannas dopma
SIBJISIETCS] PE3UCTEHTHON K Tepanuu BUTaMUHOM B12.

Onucansl Tpu (OPMBI METUIMAIOHOBOW AaIMAYPUH, COMPOBOXKAAIOIIMECS HapyIICHHEM
MeTabonm3Ma BUTaMUHA B1p: METHUIMAalIOHOBas anuieMus, oOyCIIOBJICHHAs HapylIeHHeM oOMeHa
aJieHo3MHKOOamamMuHa  cblA, BcneactBue Myranmii B rene MMAA  (4q31.1-g31.2),
METHJIMAJIOHOBAsI alluJeMusi, OOyCJIOBJICHHAsi HapylleHueM oOMeHa ajeHo3nHKoOaniaMuHa cblB,
Bcienctue myranuii B reie MMAB (12q24), koTopble SBJISIIOTCS YyBCTBUTEIbHBIMU K TEparuu
BUTaMUHOM B12, 1 MeTunManonoBas anuaeMusi, 00ycioBIeHHas AePUIIMTOM METUIMaTOHUI-KoA
snuMepasbl, Benenactsue mytanuil B rene MCEE (2p13.3), npu KOTOpoii KOHILIEHTpalus BUTAMUHA
B12 B mia3me HaxomuTcs B mpenenax HOpMalbHBIX BennuuH. KpaiftHe peako BcTpedaercs Gpopma
METHJIMAJIOHOBOW allUIypuH, CBSI3aHHAs C HEJAOCTATOYHOCTHIO pelenTopa TpaHCKoOalaMuHA U
myTtanueit rena CD320, kotopslii kKapTupoBaH Ha 19p13.2.

MeTuiIManoHOBOH auaypusi ¢ TOMOIMCTUHYpHEH. Pazmuyaror Tpu ¢opmbl 3a00neBaHUs:
cblF, o0ycnoBnennas myrauusmu reia LMBRD, ¢gopma cblD — res MMADHC, ¢opma cblC — ren
MMACHC.

Tun nHacnemoBaHUST METHUJIMAJIOHOBOM alMIEMUU IMPU BCEX TEHETHUYECKUX BapHaHTaX —
ayTOCOMHO-PEL€CCUBHBIMN.

[TaTorenes 3abojeBaHUsl CBSi3aH C HAKOMJIGHHMEM MPOHM3BOJHBIX METHJIMAJIOHOBOM U
IPOMHOHOBOW KHCIOT BCJIEACTBHE OJOKMpPOBaHHS OOMEHAa Ha YpPOBHE Iepexoja MeETHIMaJOHHI-
KoA B cykunnmi-KoA. [IpenmiecTBeHHUKaMi MPONMOHATOB B OpraHU3ME CIIY>)KaT aMHUHOKHCIIOThI
M30JIEHINH, BaluH, TPEOHUH W MeTHOHHH (50% oO0Iero Koim4yecTBa MPONUOHATOB), JKUPHBIC
KHCIIOTBl C HEYETHBIM YHCJIOM aTOMOB Yyriepona u xosiectepuH (25%); ocTanbHas 4YacTh
MIPOIIMOHATOB 00pa3yeTcsi B KHUIIEYHUKE B pe3yjibTaTe JEATeIbHOCTH SHIOIE€HHOM (IIOpBI.
Haxonenue opranmdeckux KUCIOT (TPONMOHOBOM, METUIMAJIOHOBOM, METHJUIMMOHHOM U p.)
BEIET K TDKEIOMY METabONIMYecKOMY  KEeTOaluao03y, BTOPHYHONH  T'HIIEpAaMMOHUEMUH,
TUNEPIIIMIMHEMUHY, TUNOTIMKeMUHU. [lOBBIIIEHHBI YpOBEHb B KPOBUM U BBICOKas IMOYeUHas
9KCKpelMsl MPONUOHWIKAPHUTHHA OOYCIIOBJIMBAIOT MCTOILIEHHE 3allacoB KapHUTUHA U €ro
BTOpUYHBIA  gepunur. CxemMa  MeTabOMMYECKMX  HapylleHHWH, HaOJIoJaromuxcs  Opu
METHJIMAJIOHOBOH alluJeMHH, IPEACTaBJIeHa B IpUokeHnn A3. 1
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1.3. Anuaemunonorma 3aboneBaHnsa UN COCTOAHUA (rpynnbl 3aboneBaHMn Unu
COCTOSIHMW)

3aboneBaHre BCTpEYAETCS B PA3IMYHBIX MOMYNIANMAX. Yacrora cpeaw HOBOPOXKIACHHBIX B
ctpanax EBponbsr 1:48000-1:61000; mnonmoBuHa ciy4aeB IMpeacraBieHa Bio-pe3ucTeHTHBIMU
dbopmamu. B Poccuiickoit @enepannn TouHas 4acToTa 3a00JIEBaHUS TOYHO HE U3BECTHA.

1.4. OcCoGeHHOCTM KOAMPOBaHUA 3aboneBaHUss WM COCTOSIHUA (rpynnbl
3aboneBaHnn Unu coctositHun) no MexayHapoaHOW cTaTU4ecKou Krnaccudukauum
6onesHen n npobnem, CBA3aHHbLIX CO 340POBLEM

E71.1 — Ipyrue Buabl HapyleHUs: 0OOMeHa aMMHOKHUCIIOT C pa3BETBJIEHHOM LIETBIO.

1.5. Knaccudmkauma 3aboneBaHus unm coctoaHusa (rpynnbl 3aboneBaHMn mnum
COCTOSIHUN)

Beigensitor  Bio-pesucrentHyro  (okosio  1/2  ciaydaeB) wu  Bix-3aBucuMyro  GopMbl
MeTHIMaIOHOBOW aruaypuu (MMA). Bio-pesucrentHas ¢opma xapakTepusyeTcs Oojiee paHHeH
MaHubecTaled M THKEIbIM BOJIHOOOPa3HBIM U KPH30BBIM TEUEHHEM OCOOCHHO BO BpeMs
UHTPEKYPPETHBIX UH(EKINI U CTPECCOBBIX COCTOSIHHIA.

[To cpokam moOsIBIEHUS TEPBBIX MPU3HAKOB OOJE3HW pa3IMYalOT HEOHATAIBHYIO,
MJIaJIEHYE€CKYIO U MO3/IHIOI0 ()OPMBI.

1.6. KnuHuyeckas kapTuHa 3aboneBaHMss WU COCTOAAHMA  (rpynnbl
3aboneBaHU UK COCTOAHUM)

Kmandgeckue cumntomsl MMA He cienuduuHbl, 3a001€BaHie MOKET MaHH(ECTHPOBAThH B
mo0OM BO3pacTe, Kak C OCTPO BO3HUKIIEH CHMIOTOMATHKH, TaK W HCIOABOIbL ITPOTEKAIOIIETO
xpoHudeckoro 3abonepanus (Taou. 1)

Tabmuna 1
Ocrtpelii ne00T 320051€BaHUS Xponuueckas MaHu(ecTanus 3a001eBaHus
HeonatanbHbii CeIrcuc, HapyuieHre | HemocTossHHOCTE  XapaKTEpHBIX KIMHUYECKHUX

TEPMOpPETYJIALNs, PECHUPATOPHBIA JUCTPECC | CAMITOMOB CM. HUXKE.
CUHAPOM, THIIEPBEHTUIIALINA

Hepgnas cucrema

Onunentuyeckue  npucrynsl  (Ha  ¢oHe | MplledyHast THIIOTOHUS

IPOrPECCUPYIOLIEr0 YTHETEHUS! CO3HAHMUS) 3aJiepKKa HHTENIEKTYaJlbHOI'O pa3BUTHUS
HHcynpTOnono0HbI€ 31TH30/1b AKCTpaNUpaMUIHbIe HapYLICHUs!/ U CTOHUSI
[Iporpeccupytoiiee yroeTeHust CO3HaAHUS OT ONUIenTUYEeCKue TPUCTYIIbI

ITOBBILIEHHOMN COHJIMBOCTH 0 KOMBI, | ATpo(ust 3pUTEIbHBIX HEPBOB
mpoTekaroniee mnoa Mackod sHuedamuta wim | [Icuxuatpudeckre HapymieHUs (TaUTFOIMHALINH,

JICKapCTBEHHON MHTOKCUKAIINHI TICUXO03b1)

KKT napymienus

PBoTa, HapyiieHre BCKapMIIUBAHUS [ToBTOpHAas pBOTa, COIMPOBOXKAAIOIIASICS
KETOaIu1030M

Hapyuienue numieBoro noBeaeHus (AHOPEKCHst)
3anepikka GprU3NUECcKOro pa3BUTHS
XPpOHHUECKHUE 3aITOPbI
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‘ ITankpeatur
I'emaTonornyeckue HapyeHus
HeitTponenus, maHUTONIEHUS HeitTponenusi, maHUTONEHUS

Bropuunslii remodarouutapusiii cunjpom (PAP

penKo)
Cepneuno-cocyaucras cucrema
Ocrpas cepaeyHas HegocTtaTouyHOCTh | KapauomuonaTust
(mpeuMyIeCTBEHHO Ha ¢doue | Yumnenue uatepBana QT ra OKI.
Kap/IMOMHOIIaTHH )
AputMmun

[Toukn

XpoHuyeckas MoyevyHasi HeZJOCTaTOYHOCTh

HApyrue cuMnTomsl

Jepmatur

CHumxeHue ciayxa

[To cpokam MOsABIEHUS MEPBBIX MPU3HAKOB KIMHUYECKUX CHUMIITOMOB OOJIE3HH pa3iU4aroT
HEOHATAJIBHYIO, MJIAZICHY€CKYIO U TIO3IHIOI0 ()OPMBIL.

Knaccuueckas HeonaranpHas ¢opMa MMA 00bIYHO HaYMHAETCS HA BTOPBIE CYTKH JKHU3HU C
BO3HHKHOBEHHSI OCTPOH METa0OIMY eCKOW JICKOMIICHCAIIH B BUJIE MOSBICHUS HEYKPOTHUMOM PBOTHI,
00€e3BOKMBaHUS, OTPULIATEIILHON BECOBOM KPUBOM, KOIEOAHMH TeMIepaTypbl, HEBPOJIOTHYECKHX
HapylIeHUHd B BHUAC MBIIICYHOM THIIOTOHWUW/THUIICPTOHUH, TOBBIMICHHOW BO30YIMMOCTH,
SMIIENTHYECKUX MPUCTYIOB, MPOTPECCUPYIONIEH COHJMBOCTH BIJIOTH 10 KOMBL MHorma B
HEOHATAJIbHOM MEPUOe Y MAlMEHTOB C MapIUaIbHBIM aAeduuToM cblA, umu cblB knuHMYeckue
CHMIITOMBI MaHU(ECTHPYIOT H30JIMPOBAHHBIM IMOYEYHO-TYOYISPHBIM alllJ030M WM Pa3BUTHEM
XPOHUYECKOM MOYEUHONW HETOCTaATOUHOCTRIO [6, 9].

[Ipn mabGopaTopHOM WCCIICAOBAHMH BBISBISICTCS BBIPAKECHHBI METa0OIMUYSCKUN alluio03,
TUICPKETOHEMHUS],  THIIEPAMMOHUEMHUS, HWHOIJAa  TPAH3UTOPHBIC  HAPYIICHUS B  BUJC
TPOMOOLIUTONIEHUH, HEUTPOIICHUH, aHEMUH.

Hecmotps Ha  panHIOIO auarHocTuky MMA  u CBOEBpEMEHHOE  Ha3HauCHHE
MATOr€HETHYECKOT0 JICUEHHsI COXpaHsEeTCS BBICOKMH PHCK JIETAIBHOTO MCXOJa BO BpeMs
MeTaboIMYEeCKOro Kpr3a B HeoHaTallbHOM Bo3pacTte (okoso 40%) [1, 10].

ITpu mnanendyeckoit (MHGMAHTUIBLHON) GopMe 3a00JeBaHUE TPOSBISIETCS META0OIUYECKUMHU
KpH3aMH, KOTOpbIE MPOBOLUPYIOTCS MPHEMOM OOJBIIOro KosmdecTBa OenkoBoit muim, OPBU,
KHIICYHBIMU WHQPEKIUIAMUA U IPyTHMH (aKTOpaMH, aKTUBHPYIOIIUMHU TPOIECChl KaTaboim3ma.
PananMu  mpu3HakaMu  MeTaOOJIMYECKOTO KpH3a SIBISIIOTCS  BSJIOCTb, COHJIMBOCTD WM
Pa3IpaKUTENLHOCTh, OTKa3 OT €Ibl, pBOTa. HeBpoormdeckne paccTpoiicTBa MPOTrpecCUPYIOT
BIJIOTH JO CONOpa WM KOMBI, KOTOpbl€ MOTYT HPHUBECTH K JIETaJbHOMY HCXOmy. TspKecTb
COCTOSIHMSI, TJIABHBIM O0pPa30M, OIpENeNsieTcsi BBIPAKEHHBIM METa0O0JMYECKUM KETOalU030M,
rUrnepaMMOHUEMUEH, B psjie cllyyaeB — runorinkemueii. [1o nanHbIM nuTepaTypbl, y OOJNBIIMHCTBA
nanueHToB ¢ MMA BbIsSBIsSIETCS 3a/1ep)KKa (PU3HYECKOro Pa3BUTHS U NMCHXOMOTOPHOTO Pa3BHTHS,
Y4acTBIMH TPOsIBIICHHSIMA MMA SBISIFOTCS SKCTpanvpaMHIHAs CHUMITOMAaTHKa (Xopes, TpeMmop,
THKH, OaJulM3M H Jp.), WHCYJIBTONOJOOHBIE 5MU301bl. VHTEIIeKTyabHbIC HAapyIICHHs, B
OOJIBIIMHCTBE CIIy4aeB, HAOMIOAAIOTCA MpU TsOKENbIX Gopmax MMA. PeTpocnekTHBHO MMOKa3aHo,
yro y mnauueHToB ¢ mut O B 50% ciyuaeB BBIABISIOTCS BBIPAKEHHBIE HEBPOJIOTMYECKHE
pacctpoiictBa u cHmxenue 1Q Hmxe 80, B 25% — npu Hemoctatounoctu cblA/cblB [1]. ¥V 50%
JeTeil pa3BUBAeTCS OJMWJICITUYCCKANH CHHIPOM: TOHUKO-KIOHHYECKHE CYHOpOrd, aOCaHCHI,
Muokiornu. Y 20-30% manmeHTOB HaOMIOMaeTCA IUIATAllMOHHAsT WM TUneprpoduueckas
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KapIMOMMOIIATHs, HAPYILIEHUsI pUTMa cepana — yaumHeHHbld naTepsan QT. Takxke onucan ocTpblil
MaHKPEeaTUT, aTpodus 3pUTEIHHBIX HEPBOB, IPUTEMATO3HBIN nepmaTut. Jletu yacto 6Gonetor OPBU,
KHIIeYHbIMU nHDekusamu [1].

MoapocTtkoBas u B3pocnas cpopma

VY mamueHToB CTapIiero BO3pacTa pa3BUBAeTCs MUKpoledasus, yYMCTBEHHas: OTCTalOCTb,
CUMIITOMAaTHYECKasl SMHJIENICUsl, PE3UCTEHTHAas K MPOBOAMMOI (apMaKkoTepanuu, CIacTUYecKui
TeTpamapes, OKCTpallMpaMHJIHbIE  HapylleHHMs. BoO3MOXXHO  pa3BUTHE  BHYTPHUEPENHBIX
KpoBom3ausHUIA [1]. Y HEKOTOPBIX MAlEHTOB HEBPOJIOTMYECKHE HApPYLICHUs MPOrPECCUPYIOT C
Bo3pactoM [7]. B nmrepatype wumeroTcs onucaHuMs namueHToB ¢ MMA, y  KOTOpBIX
HEBPOJIOTMYECKNE HApYLIEHUs] BO3HUKAIM B MOAPOCTKOBOM BO3pacTe B BHJE MPOrPECCUPYOIIMX
TUIIEPKUHE30B B HWKHUX KOHEYHOCTSAX M MHOKJIOHHMM JIMIEBOM MYCKYJIATypbl, IpPH 3TOM
KOTHUTHBHbIE HapyIlleHUs He HaOuoJanuch. Y psja MalMEeHTOB OTMEYAETCs MPOrpeccHpyrolee
CHMDKCHME 3PEHMSI BIUIOTH IO CJENOTHL. Y HEKOTOPBIX NAMEHTOB OTMEYAETCS IeNaToOMEraius Mpu
HOpMaJbHOM YPOBHE IE€YEHOYHBIX (PEPMEHTOB, BO3MOKHO Pa3BUTHS OCTPOrO0 reMOpparuyexoro
IIaHKpeaTuTa y B3pociblX, ocoOeHHO npu Bl2-pesucrentHoii ¢opme. Mmerorcst cooOuieHust o
HapyleHuu (QyHKIMHA Mouek y manueHToB ¢ MMA 1o Tumy Mo4edyHoro TyOyJIspHOIo anuaos3a ¢
IOBBIIIICHUEM YPOBHS MOYEBOM KHCIOTBI, YTO HEPEAKO MPUBOAUT K Pa3BUTHIO YypaTHOH
IUCMETa0O0IMUECKOd HeppomaTUM M IHOYEYHOM HEeJ0CTaTOYHOCTU. T1yOyJIOMHTEpCTULHAJIbHBIN
HeppUT OBLI TAaKXKE ONKCAH y NALMEHTOB C JJAaHHBIM 3a0oseBaHueM. [ puOKoBOE MOpakeHue KOXHU
SBJIIETCS MapKepoM MeTa0OJIMYEeCKOW JIeKOMIIEHCAIlMH, CYMTAIOT, YTO BBICOKHI YpPOBEHb
METHJIMAJIOHATOB UM JIPYTUX HPOMEXKYTOUHBIX METa0OJUTOB BO3JEHCTBYET Ha CO3pEBaHUS
reMaTONOITUYECKUX KIETOK, B TOM 4HCIe CHIbKaercss oOpasoBanue T-kimetok. Octeornopo3
BCTPEYAETCS Y MHOTUX TAlMEHTOB, HEPENKO MPHUBOJAUT K IIepeioMaM ToOJOBKH Oenpa H
0ob1Ie0epIIOBON KOCTEH.

Ecte onmcaHus poxIeHHs 3A0pOBBIX J€T€l OT NAUMEHTOK, crpagarommx MMA, uyto
JI0Ka3bIBa€T OTCYTCTBHE TEPATOr€HHOr0 3 (eKTa METUIMATIOHOBONH KHCIOTHI.

MeTtabonuuyeckum Kpus:

Cepbe3HBIM OCIOKHEHUEM JAHHOTO 3a00JICBaHMS SBIAECTCS METAOONIMYECKU KPHU3, KOTOPBIH
Hanbosee 4YacTo pa3BHUBAETCAd BO BPEMsl OCTPBIX MHTEPKYPPEHTHBIX MHQeKuuil. PanHumu
KIMHUYECKUMH CUMITOMaMH METabO0IMYE€CKOT0 KpHU3a SIBIISIFOTCS:

- B 90% ciy4yaeB MOBTOpHasl pBOTA;

- OTKa3 OT e/ibl;

- YTHETEHUS CO3HAHMSI OT COHJIMBOCTH J0 KOMBI.

TsokecTh COCTOSIHMSI, TJIABHBIM 00pa3oM, OINpEAeNsieTCs BBIPAKEHHBIM MeTadoInyecKUM
KETOALMI030M, TUIIEPAMMOHUEMUEH, B PSE CIy4aeB — TUIIOTJIMKEMUECH.

OcnoxHeHus1, aCCOIMUPOBAHHBIC C METa0OIMYECKUM Kpu3om [14]:

- OCTpbIIl MaHKpeaTUT: HEOOXOAUMO MPOBEPSATh YPOBHU aMUJIa3bl M JIMIIA3bl B CHIBOPOTKE
KpOBH, €CJIN C€CTh Kakue-mu0o CHUMIITOMBEI, YKAa3bIBAIOIIMEC HAa BO3MOXKXHOCTb OCTPOro nmaHKpe€aTuTa.
K aum otHOCATCA pBOTa, 00JI B )KUBOTE U OTKA3 OT €I bI.

- UHCYJIbT (OCOOCHHO ¢ BOBJICYCHHMEM Oa3ajdbHBIX TaHTIIMEB): J000€ yXyJIIIeHHE
HEBPOJIOTMYECKOr0 COCTOSIHHMS y manueHTa ¢ MMA B MeTa0oJIM4eCKOM KPHU3UCE JOJDKHO OBITh
HEMCIAJICHHO YCTPAHCHO, IMOCKOJIbKY PUCK HMHCYJIbTA BBILIC B I[B.HHOFI MNomyJisiiuu MalnruCHTOB. KT
i MPT ronoBHOro Mo3ra BBHIMONHSETCS MPU HATUYHH JIOOBIX HEBPOJOTMUYECKUX TPHU3HAKOB,
YKa3bIBAOIMX Ha BO3MOXHOCTH HHCYJIbTA. HN3smeHnenuss B Oa3ajibHBIX TaHI'Iu AX, 0COOEHHO B
OJIeTHOM IIape, XapakTepu3yroT "Merabomnueckuii UHCYIbT" MMA.
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- lloueynas HenOCTATOYHOCTh: Yy mNanueHToB ¢ MMA: BO3MOXHO BO3HMKHOBEHUE
MPOrPECCUPYIOIIECH MOYEYHOW HEIOCTATOYHOCTH H3-32 TYOYJIOMHTEPCTHLHAIBLHOW HE(PPOMaTHH.
Crnenyet KOHTpOIMpPOBaTh (GYHKIUIO TTOYEK Yy J000ro nanuenta ¢ MMA B MeTabom4eckoM Kpu3e.

2. [lnarHocTuKa 3aboneBaHMA uNU COCTOAHUA (rpynnbl 3aboneBaHUW UMK
COCTOSIHUA) MeaAULMHCKME MNOKa3aHUA U NPOTUBOMNOKA3aHUA K NPUMEHEHUIo
MeTOoAO0B AMarHOCTUKMU

Jlnarnoctuka METHJIIMAJIOHOBOM aUMAypyUdM OCHOBAaHA Ha AHAJIM3E€ POJOCIOBHOM, OLIEHKE
JMAHHBIX ~aHaMHe3a, KIMHUYECKUX TMPOSBICHUHN, ONpEACICeHUH COJEpKaHUS B  KPOBH
nponuonunkapauTrHa (C3) u cBo6omHoro kapauTrHa (CO), TOYEUHON IKCKPEIH OPraHMIeCKUX
KHCIIOT — METHIIMAJIOHOBOH, 3-THAPOKCHIIPOITMOHOBOW, METHJUTUMOHHOM.

2.1. XKano6bl n aHamMHe3

[Tpu cOope anamHe3a U Kaja00 PeKOMEHIOBAHO OOPATUTh BHUMAHHE HA CIEAYIOIINE KaT00bl
¥ aHAMHECTHYECKHE COOBITUS:

- OTSTOIIEHHBIN CEeMEiHBI aHamMHe3 (Haimuuue B cembe OompHOro ¢ MMA, ciydaes
BHE3AITHOM CMEPTH JETEeil B paHHEM BO3PaCTe)

- BHE3aIHOE YXY/IIEHUE COCTOSHUS Ha oHe MoJHoro 310poBbs i OPBU,

- HapyIIEHUs BCKapMJIMBaHUS;

- 4aCThI€ CPHITUBAHUS/PBOTY;

- YTHETEHHE CO3HAHMS;

- UTHCYJIbTONO00HBIE SMTU30/1bI;

- BSJIOCTh, CJ1a00CTh, COHJIMBOCTD;

- CY10pOrHy;

- OECIIOKOITHOE NOBE/IEHNUE, INITAKCUBOCTH;

- IOBBILLIEHHOE TIOTOOT/EIIEHUE;

- MBIIIEYHYIO THITOTOHHUIO/MBIIIEYHBIH THIIEPTOHYC;

- HEMPOM3BOJIbHBIE/HACUIbCTBEHHBIE IBUKCHHUS;

- OCTpasi/XpoHHY eCcKas MOUYeUHasi HEJOCTaTOUHOCTb.

Hauvasio 3a0oyieBaHus B JETCKOM BO3pacTe MOXKET OBITh CBSA3aHO CO CICAYIONIMMHU (HPaKTOPAMH:

- ynorpebsieHre OOJIBIIIOr0 KOJIMYECTBA OSIKOBOM MUIIH

- JUIMTEIbHOE TOJIOJJaHUE, HEOMpPABIaHHbIC OrpaHUYCHHS B JUETEe, HU3Kas KaJIOPUHHOCTH
IUILEBOr0 paluoHa,

-  UHTEPKYPPEHTHBIE pECIUPATOPHBIE WM  KEIyJOYHO-KHUIIEUHbIE HH(EKLIHOHHbIE
3a00JICBaHUS;

- OHepaTI/IBHBIe BMCHIATCIbCTBA,

- (huzMyecKas WK MCHX0IMOLMOHAIbHAS HArPy3Ka.

2.2. dnsnkanbHoe obcrnegoBaHue

[Tpu ocMoTpe HEe0OXO0aUMO OOpaTHUTh BHMMAaHHE Ha CIEAYIONIME OCHOBHBIC KIMHHUYECKHE
MIPOSIBJICHHUS:

HEOHATAJIbHBIN Mepuojg

- CPBITMBAHMS/PBOTA, OTKA3 OT €bl;
- 3a/IepKKa (PU3NYECKOTO Pa3BUTHS;
- 3aJIep>KKa MOTOPHOT'O Pa3BUTHUS;
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- BSUIOCTb, COHJIUBOCTB;

- YTHETCHHUE CO3HAHMS;

- MBIIIIEYHAs] TUTIOTOHUS/MBILLIEUHBIN THIIEPTOHYC;

- HIMpaMUJIHbIE HAapYIIeHUs (IOBBIIIEHHE CYXOKUIIBHBIX pedIeKCcOB);

- DKCTpanupamMuIHble HapylIeHus (pa3IMyHbIe TUIIbI TUIIEPKUHE30B, MbIILIEYHAs IUCTOHNUSA);
- TPEMOD;

- CyJI0pOIH;

JAeTH MePBbIX JIeT KU3HH
- SIU30INYECKU BO3HUKAIOILAsl PBOTA;

- 3aJIep’KKa IICUXOMOTOPHOI'0 U IICUXOPEUYEBOr0 Pa3BUTHUS;

- U3MEHEHHUE MBIIIIEYHOr0 TOHYca (MBIIIEUHAask TUIIOTOHUS/MBIIIEYHBINA THIIEPTOHYC);
- IepUOANY €CKasl aTaKCusl, TPEMOP;

- CY10pOry;

- HHCYJIbTOIIO100HBIE COCTOSIHMUS,

- KapIMOMHUOMATHS;

- HApyIIEHUs pUTMa Cep/lla,

- OCTpPBbII IAHKPEATUT;

B3pocJible

- JMUJICTITUY €CKUE TIPUCTYIIBI;

- YMCTBEHHAsI OTCTAJIOCTh PA3JIMYHON CTEIICHU BHIPAKCHHOCTH;
- MHKpoledanms;

- CHIDKCHHE 3PEHHS BIUIOTH /10 CJICTIOTHI,

- TeIaToOMerams;

- XpOHHY eCKasl TOYEeYHAs HEJIOCTATOYHOCTD;,

- OCTEOII0PO3;

- CHIOHTaHHBIE TTEPEIOMBI.

[TompoOHO maHHBIE (U3UKATLHOTO OOCIEIOBAHHS OMNKMCAHBI B pas3ziene "KIMHUYECKas
KapTHHA".

2.3. Ha60paTop|-|b|e AnarHoctu4yeckue nccrnegoBaHuns

- PexkoMennoBaHo manMeHTaM C KJIMHUYECKUMH mpuzHakamu MMA  mnpoBeneHue
KOJIMYECTBEHHOTO OMpeeieHus YpPOBHS aMUHOKHCIOT B KkpoBu (KomrmekcHoe ompeneneHue
KOHIIGHTPAllUM aMHUHOKHUCIOTHI M AalWJIKADHUTHHBI B KpoBH, KoMIIJIeKCHOe ompeaeeHue
KOHIIEHTPAllUM aMHMHOKWCIOTHI M AallMJIKADHUTHHBI B KPOBHM METOJOM TaHJEMHOW Macc-
CIICKTPOMETPUHN) C IEJIBI0 TOATBEPXKICHHUS auaraoza MMA OHOXMMHYECKHMMH METOAaMH U
nuddepeHuanbHON TUarHOCTUKA C APYTUMHU HACJICACTBEHHBIMU HAPYIICHUSMUA OOMEHA BEIICCTB
[1,4,7].

YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTEeIbCTB — D)

Kommentapun: B mmazmMe KpoBu (WM B TSTHAX BBICYHIEHHOM KPOBH) BBISBISIIOT
KOHIICHTPAIMI0 aMHUHOKUCIIOT M allUJIKAaPHUTHHOB: MPU METUIMAJIOHOBON aluAypuu HaOI0aeTCs
MOBBIILIEHUE KOHI[EHTpaluu nponuoHuikapuutuia (C3) u metunmanonuwikapautiuHa (C4), Huzkoe
conepkanue ceooomnoro kapuutuHa (CO0), moseimenue cootomenus C3/C0O u C3/C2. YpoBeHn
JICWIIMHA, W30JICHIINHA, BaJIMHA, METHOHWHA B KPOBU y TIAI[UCHTOB MOXKET HAXOIUTHCS B Mpeeiax
HOPMBI, YTO HE MO3BOJISIET HA OCHOBAHWHM aHajN3a aMHUHOKHUCIIOT MOATBEPAUTHh WJIM HCKIIOYUTH
3a0oneBaHue. Y MHOTMX IAallMEHTOB IMOBBHIIIEH YypOBeHb riumuHa. OJXHAKO 3TO HE SBISETCA
crienu pUUHBIM U HAOIIOJaeTCs P IPYTUX HACIECTBEHHBIX HAPYIIEHUSIX OOMEHa BEIIECTB.
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- PekomeHpoBaHO mManMeHTaM C KIMHUYECKUMM npu3HakaMu MMA npoBeneHue
KOJIMUECTBEHHOI'O OIpeAesIeHUsT OpraHudeckux kucior B Moue (KommiekcHoe omnpeneneHue
COJEpKAHUS OPraHMYEeCKHX KHCIOT B Moue, KoMIulekC wuccineaoBaHui JUisl JUArHOCTUKH
OPraHUYECKUX AlUIyPUd) C LETbI0 MOATBEPKAeHUS 1ruarnoza MMA OMOXUMHUYECKUMHU METOJaMHU
u jnupdepeHalIbHON JUAarHOCTUKM C JPYTMMM HaclEACTBEHHBIMH HapylIEHUSMH OOMeHa
BemecTs [1, 8].

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KomMmenrtapuu: XapakrtepusiM mist MMA  sBiasercs MNOBBIIIEHWE  KOHIEHTpAllUH,
METHJIMAJIOHOBOH, 3 -TUAPOKCUIIPOIMOHOBOM, METUIUIMMOHHON KHUCIIOT.

- PexkoMenmoBaHo manMeHTaM C KJIMHUYECKUMHU mpuzHakamu MMA  mnpoBeneHue
HccnenoBaHusi TOMOIIMCTEMHA B KPOBU (KOJIMYECTBEHHOT O ONpe/ieeHUsl O0LIEro rOMOIIMCTENHA) C
1enplo  yctaHoBieHus ¢opmbl MMA  Ouoxumuueckumu MetofamMu U auddepeHnmnanbHo
JAMarHOCTHKHU C IPYTUMH HACJIEACTBEHHBIMHU HapyIIeHUsAMH oOMeHa BemiecTs [1, 8].

VpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

Kommentapun: XapakTepHbIM [Uisi HeKoTopelx (opm MMA  sBisercss MNOBBILIECHHUE
KOHIIEHTPAIMK O0ILEro rOMOIMCTEHHA, YTO MPEAIoiaraer 0co0yr TakTuKy tepanuu [11].

- PexkomenmoBaHO mMmanWeHTaM C BBIIBJICHHBIMU  OMOXMMHUYCCKAMH  W3MEHCHUSMH,
XapakTepHbIMH 1711 MMA, TpOBOIUTH MOJEKYJISIPHO-TEHETHYECKOE UCCIIeoBaHNuEe (TIOMCK
mytanuii B renax MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC)
(Kommneke mccnenoBaHuil Asl AMarHOCTUKYA OPraHUYECKUX allUAYypHil) C IEeTbI0 MOATBEPKICHUS
nuarunoza MMA [1, 4].

YpoBeHs yoenuTenbHOoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB — D)

- PekomeH10BaHO ManueHTaM C KJIMHUYECKMMHM IMpusHakaMu MMA uccnenoBaHue o011ero
(KIMHUYECKOr0) aHaiM3a KPOBHU  DPa3BEPHYTOrO C  I€JbI0  BBISIBJICHUS  HEHUTPONEHHH,
TPOMOOITUTOTICHUH, TMAHIIUTOIICHUH, aHEMHH W O0MIeTO (KIMHUYECKOTO0) aHalli3a MOYH C IIENIBIO
BBISIBJICHUS HapymieHus: pyHkuuu moyek [1, 14].

VYpoBeHb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENIbCTB — 5)

KomMmeHTapuu: npoBoanTCS MpU NEPBUYHON JUArHOCTUKE M B JUHAMHUYECKOM HaOJIIOJIEHUH,
0COOEHHO Yy MallMEHTOB C HApYUIEHHON MOYeYHON (yHKIIHEH.

- PexoMeHn0BaHO mamMeHTaM ¢ KIMHMYECKMMM INpusHakaMu MMA npu nono3peHuu Ha
pa3BUTHE METabOINYECKOro Kpusa NnpoBecTu oueHKy ypoBHsa pH kpoBu (MccnemoBanue ypoBHs
BozoponHbix noHoB (pH) kpoBu, HccnenoBanue ypoBHs Oy(depHBIX BEIIECTB B KPOBH), KETOHOBBIX
ten (OOHapyXeHHe KETOHOBBIX Tel B Moue, OOHapykeHHEe KETOHOBBIX T€JI B MOYE JKCIIpecc-
METO/IOM) C I1eJIbI0 CBOCBPEMEHHOM KOppeKIuu Tepamnuu [1, 4].

YpoBeHb yoenuTebHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB — D)

KommeHnTapuu: 1nabopaTOpHbBIMH IPEIBECTHUKAMU Ppa3BUTHS METa0OJIMUYECKOro Kpusa
SIBJIIIOTCS TEHACHIMSI K MeTa0olIn4eckoMy auujo3y ¢ Ae(UIUTOM OCHOBAHUN, yMEHbLICHHE
cofiepaHusi CBOOOJHOIO KapHUTHHA, IIOBBIIIEHUE YPOBHS MNPONHOHUJIKAPHUTHHA B KPOBH,
MTOYEYHOM IKCKPEIUH OPraHUuIECKUX KUCIIOT.

- PekoMeH10BaHO MallMEHTaM C KJIMHUYECKUMH Tpu3dHakaMu MMA u npu nmomo3peHuu Ha
MeTabOoIMYEeCcKUil KpU3 UCCIeOBaHUE YPOBHS aMMHUaka, jakrata B kpoBu (MccrnemoBanue ypoBHs
MOJIOYHOW KHUCJIOTBHI B KPOBH), UCCIIEIOBAHUE YPOBHS MOUEBUHBI, UCCIEA0BAHUE YPOBHS TJIIOKO3bI
KPOBHU C TUATHOCTUYECKOM IENIBIO U C IEJIbI0 CBOCBPEMEHHOM KOppeKIMK Tepanuu [1].

YpoBenb yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEILCTB — D)
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2.4. MHCprMeHTaanble AnarHocTtn4yeckue nccnegoBsaHusA

- PexkomeH70BaHO TMalMeHTaM C KJIMHUYECKMMHU mpu3Hakamu MMA  mnpoBeneHue
KOMITBIOTEPHOH ToMorpaduud TOJIOBHOI'O MO3ra H/WIM MarHUTHO-PE30HAHCHOW ToMorpaduu
TOJIOBHOTO MO3Ta C IIEJIbI0 OI[EHKU COCTOSHUS TOJOBHOTO MO3ra, Mud hepeHIINaIbHON JUarHOCTUKH
C IPyTMMHU HACIIEACTBEHHBIMH 3a00JICBAaHUSMHU U BBISIBJICHHUS M3MEHEHUN XapaKTepHBIX 1t MMA
[4, 1, 15].

YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

KommenTtapuu: [Tpu npoenenun KT/MPT romnoBHoro mMosra y manueHToB ¢ MA BBISIBISIOT
KOPKOBO-TIOJJKOPKOBYIO aTpOo(uio, pacHIMpeHue >KeyJI0YKOB MO3ra, 3aJep:KKy MHUEIMHHU3ALNH,
MOBBIIIICHHE MHTEHCUBHOCTH CHUTHAJNA B 00JacTh 0a3albHBIX TraHrimeB. Cleayer OTMETHTh, YTO
JAHHBIC HApYIICHUS HE SBISIOTCA BBICOKOCTCIM(DUUHBIMU M MOTYT HaONIOAAThCA TIPHU
MHUTOXOHAPHAILHBIX 00JIE3HSX, MPOMMOHOBON allulypUH, IPYTUX 3a00JICBaHUSX.

HpOBeI[eHI/Ie HapKoO3a — 10 ITOKAa3aHHAM.

- PexomennoBano nposeaeHue snekrpokapauorpaduu (OKI), sxokapaumorpapuu (OxoKI')
BCEM NaIMEHTaM C Tofo3peHrneM Ha MMA c 1enbl0 TMarHOCTUKY KapJUOMHONATHH U HAPYIIEeHUN
put™a cepaua [4, 1].

YpoBeHb yoenutensHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKAa3aTeIbCTB — D)

KomMenTapuu: npu HEOOXOAMMOCTH, NpPU HAIUYAKA TIOKA3aHUW IJIs1 HCCIEHOBAHUS —
XONTEepOBCKOI0O MOHUTOPUPOBAHMS CEPJACYHOTO PUTMA, HW/WIM CYyTOYHOTO MOHHTOPUPOBAHUS
apTepuaIbHOrO JaBieHUs (COTJACHO COOTBETCTBYIOIIUM KIMHUYECKHM PEKOMEHAAIUSAM 10
HapYUICHUSIM PUTMa Cep/la |/WIK apTepUaIbHON TUTIEPTEH3UN ).

- PexkomeH70BaHO TMalMeHTaM C KJIMHUYECKMMHU mpu3HakaMmu MMA mnpoBeneHue
yInbTpa3BykoBoro uccienoBanusi (Y3UM) opranoB OprolmHOM moiocTd U moyek (YIIbTpa3ByKOBOE
WCCIIEZIOBAHUE OPraHOB OpPIONIHOW TMOJOCTH (KOMIUIEKCHOE), YIBbTPa3BYKOBOE HCCIICOBAHHE
[MOYEK) C [EJIbI0 JUarHOCTUKH MTaHKpeaTHTa U mopakenus mouexk [1, 4, 12, 13].

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — D)

- PexomengoBaH mamueHTaM ¢ KJIMHMYECKUMHU Tpu3Hakamu MMA ocMoTp Bpaua-
oranmemorora (0pTaTbMOCKONUS, BU3OMETPUS, pedpakTOMETpHs, MEPUMETPHs KOMITBIOTEpHAas,
o(TaTbMOTOHOMETPHSI, HCCIIEIOBAaHUE [IBETOOIIYIIEHUS, 3JIEKTPO(U3HOIOrNIECKOE UCCIIeOBaHHE
(peructpauusi ~ 3pUTENbHBIX  BBI3BAHHBIX  IOTEHIIMAJIOB  KOpPhl ~ TOJOBHOTO  MO3Ta),
buomukpodororpadus riaazHoro gHa C HCIOIB30BaHHEM (YyHIyc-Kamepsl, buomMukpockonus
ri1a3Horo aHa, ONTUYecKoe ucciie0BaHNe TOJIOBKU 3pUTEILHOTO HEPBA U CJI0SI HEPBHBIX BOJIOKOH C
MOMOIIBI0 KOMIIBIOTEPHOI'0 aHAJIM3aTOpa M JAp.) MO TMOKa3aHUSAM, MPU HAJIWYUU MOAO3PEHHUM Ha
nopaxeHue oprana 3penus [1, 8].

YpoBeHb yoenutenpHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — D)

KomMmeHTapuu: WHTEpBajabl MEXKIYy BU3MTAMHU JOJDKHBI ONPENETSATHCS WHAMBUAYAIBHO C
y4eTOM BO3pacTa, TsDKECTH 3a0o0JieBaHUS, CTA0MIBHOCTH OOMEHa BEHIECTB U  COOJIOACHUS
JUETOTEpaIuu.

- PekomMeHI0BaHO TMalMEHTaM ¢ KIMHUYECKUMHM Tpu3Hakamu MMA npoBeneHue
anekTpodHiedanorpadun (mpu IUArHOCTUKE W Jajiee MPHU HAIWYUU CYAOPOKHOTO CHHApPOMA) C
IEJTbI0 CBOEBPEMEHHOMN TUATHOCTUKY W KOHTPOJIS JICUEHHSI CYOPOKHOTr0 cuHapoma [1].

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — D)

KommeHTapuu: Takxke MpoBOAUTCS dJIEKTpodHIIedanorpadus ¢ BUICOMOHUTOPHHTOM.

- PexomeHn0BaHO NanueHTaM C KJIMHUYECKUMH Ipu3HakaMu MMA u nopo3peHuem Ha
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CHW)KEHUE CIIyXa/pU CHWKEHUM CIyXa HCCIEAOBaHUS cllyXa (IPOBEAEHUE OTOAKYCTUYECKON
smuccuu (TonanbHas ayauometpusi, PeueBas ayauomerpusi, UrpoBasi aynuometpusi, Peructpanms
BBI3BAHHBIX aKYCTHUYECKHX OTBETOB MO3ra Ha IOCTOSHHbIE MoayiaupoBaHHbIe TOHBI (ASSR Tect))
(Mpu OTCYTCTBHH YKCCYIATUBHOI'O OTHTA) C II€JIbI0 CBOCBPEMEHHOW THAarHOCTHKH [1].
YpoBeHb yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JT0KA3aTEILCTB — D)
KomMmeHTapuu: ucciienoBaHus IPOBOASTCS B 3aBUCUMOCTH OT KJIMHUYECKON CUTyal1H.

2.5. UHble gnarHocTnyeckme nccnenoBaHus

2.5.1. KoHcynbTauum n HabnogeHMe cneumanucToB

- Pexomennyercs mays HaOMIONEHHS TMAlMEHTOB C YCTaHOBIEHHBIM JuarHozom MMA
MPUMEHATh MYJIbTHAUCHUIUIMHAPHBIA MOAXOA B BHAY TOTO, YTO 3a00J€BaHUE XapaKTepHU3yeTCs
IOpaX€HUEM MHOIMX OpraHoB WU CHCTeM, TpeOyeT KOMIUIEKCHOW Tepamnuu, 4TO JUKTYeT
HEOOXOMMOCTh COBMECTHOI'O BEJICHHUS MAI[MECHTA CIECUATMCTaMH Pa3HbIX poduiei [ 1, 4].

VpoBenb yoenutenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KomMmeHTapuu: 1nokaszaHbl I€pBUUYHbIE M MTOBTOPHBIE KOHCYJIbTALlMM Bpada-TeHETHKa, Bpaya-
oprasbMoOJIOra,  Bpaya-HEBpOJIOra, Bpaya —  CypJOJIOra-OTOPUHOJAPUHIOJIOra,  Bpaya-
racTpO’HTEPOJIOra, Bpada-dHAOKPUHOJIOra, Bpaya-KapAuoJora, Bpaya — JETCKOro KapIuoJiora,
Bpaya-Hedposiora, Bpaya-lneauarpa/Bpada-TepaneBTa/Bpadya oOLed NpakTUKU (CeMEeHHOro Bpaya),
Bpaua-Qpu3MOTEpaneBTa, Bpaya MO JieueOHOW (QU3KYIbType, a Takke Bpadell aApyrux
cneuuanpHocTeil manumeHtaMm ¢ MMA, umerommM HapyuieHuss (QYHKIHE COOTBETCTBYIOIIUX
OpPraHoB U CHUCTEM.

- PexoMmeHayercss KOHCyJbTalMsl Bpaya-IUeToNora WM Bpadya-TeHETUKAa BCEM MAalMEHTaM C
MMA 1751 Ha3Ha4YeHHs] TATOTCHETUYECKOW MUETOTEpAy U Jajiee Mpu HeOOXOIUMOCTH C IIEIbI0
KOppekiuu auerorepanuu [1, 4].

VYpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENILCTB — )

KommeHTapun: WHTEpBAIBI MEXKIY BU3UTAMU JOJDKHBI ONPEACISATHCA WHIMBUIAYAIbHO C
y4eTOM BO3pacTa, TSDKECTH 3a0oJieBaHUS, CTAOMIBHOCTM OOMEHa BEHIECTB U  COOJIOACHUS
JIMETOTEpaIuu.

- Pexomenayercs KOHCyNbTalluu MEpBHYHAs U MOBTOpPHBIE Bpada-TICUXUATpa MalleHTaM C
MMA npu nHOAO3pEHMM WM HAJIWYMM IICUXMYECKMX PpacCTPOMCTB (IICHXO03bI, OUIOJSpHOE
PacCTPOICTBO U Jp.) € L[€JIbI0 CBOEBPEMEHHON JUArHOCTHKY U JIEYEHUs BbISIBJIEHHOH narosiorud [ 1,
4, 13].

VpoBeHb yOenuTebHOCTH peKoMeHIanuii B (ypoBeHb JOCTOBEPHOCTH J10Ka3aTEeIbCTB — 3)

KomMmeHTapuu: 1osBJIEHHE IICUXUYECKHMX pACCTPOMCTB  CBS3BIBAIOT € TOKCHMUYHBIMU
MeTa0oIMTaMu, KOPPEKLUs IHETOTepanuy CIOCOOCTBYET pa3pelleHUI0 CHMIITOMOB HapylIEHUs
HICUXHKH.

MHTepBanbl MeXJy BU3UTAMHU JOJDKHBI ONpPENENAThCS MHIUBUAYAJIBHO C Y4E€TOM BO3pacTa
TSDKECTH 3a00J1eBaHUs, CTAOMIIBHOCTH 0OMEHa BELECTB U COOJIOICHUS TUETOTepaiH.

- PexomeHnyeTcss KOHCyNbTAallUM TEPBUYHAS M IOBTOPHBIE Bpada IO MEIUIIMHCKOU
peabumtanuu/Bpada GU3NIECKON U peaOUIMTAIIMOHHONW MEIUIIMHBI, MEIUIIMHCKOTO TICHX0JI0ra 1
noronena-nedexronora s TUIAHUPOBAHUS WHIWBHUIYAIBHOW pPEaOUIMTAIMOHHOM MPOrpaMMBbI
MICUXOJIOrO-TIeIArOTMYESCKOM MoIepKH nanueHTaM ¢ MMA u ux cembsim [ 1, 4, 16].

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — D)

KommenTtapuu: Pa3paGotka  MHIMBUAYaJIBHOU NpOrpaMMBI nedexronornueckoit
peabunuranuu, Pa3paboTka WHIWBHIYaTbHOW TPOTPAMMBI JIOTONEAWYECKOH peaduIMTaIHH.
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[TanpenTaM HE0OXOIMMO TECTHPOBAHUE 110 YTBEPXKJIEHHBIM METOIUKAM Ui OIpEAesICHHs
UHTEJUIEKTYalIbHOro pa3BuTHsl. Ilcuxonoruueckas momolupb MalMeHTaM MOXKET NOTpe0oBaTh Kypc
3aHSTUN — B 3aBUCUMOCTH OT MHAMBHIYyaJIbHBIX OCOOEHHOCTEH MallMeHTa U CEMbH.

VYcayru noromnena:

Menuko-ioromneanyeckoe UcclieloBaHue MpU Aucdaruu

Menuko-noroneguueckoe ucciaeaoBanue npu ahazuu

Menuko-noroneanyeckoe Uccilel0BaHue pu AU3apTPUU

Menuko-noroneguueckas npoueaypa npu aucharuu

Menuko-noroneanyeckas npoueaypa npu agasuu

Menuko-ioroneanyeckas npoueaypa npu Iu3apTpuu

Menuko-ioromneanyeckas TOHAJIbHO-PUTMHYECKAst TPoLeAypa

Menuko-noroneauueckas npoueaypa ¢ MCIoJb30BaHUEM MHTEPAKTUBHBIX MH(OPMaLMOHHBIX
TEXHOJIOTUI

2.5.2. OudhbepeHumnanbHasa gMarHocTuKa

- PexomennoBaHo npoBOAUTH AU(QEpeHLINATbHYIO0 JUArHOCTUKY C MOCTTUINOKCHYECKUMU
HNOPAKECHUSMU HEPBHOW CHCTEMbI, BHYTPHYTPOOHBIMH HWH(QEKIUIMHU, MOCTBAKLIWHAIbHBIMU
OCJIOKHEHMSIMHM, CaXapHbIM Jua0eToM (MPH BBIABICHUU TUIEPIIMKEMUN), HACIEICTBEHHBIMU
HapyIIeHUsIMU OOMEHa BEIIeCTB, B YACTHOCTU C APYrUMHU (HopMaMu OPraHUYECKUX allUIypHil U C
nedekTaMu IUKIa CHHTE3a MOYEBHHBI, C MHUTOXOHJPUAIBHBIMU 3a00JIEBAaHUSMH, HAPYIICHHSIMH
[IIMKO3UJIMPOBAHUS, TIIMKOreHo3aMu u jp. [1, 4].

YpoBeHb yoenuTenbHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTEeIbCTB — D)

3. JleyeHue, Bknrovas MegUKaMeHTO3HYH0 U HeMeAUKaMeHTO3HYH Tepanuum,
AauvnetoTtepanuio, ob6e3bonnBaHue, MeOQULMHCKUE NMOKa3aHUA n MPOTUBOMOKAa3aHUA K
npuMeHeHnt MeToa0B fe4YeHus

CrtpaTerusi JieUeHHUs] TAIMEHTOB 3aKJIOYAETCS B CHUXCHHM OOpAa30BaHUS TOKCHYECKHUX
METa0OJUTOB, MPEAYNPESKICHUN Pa3BUTUS KETOAIM03a, TUIEPAMMOHUEMHUHU, TOKCHYECKOTO
MOPaXCHUS TKAaHEH TOJOBHOTO MO3ra W BHYTPEHHHUX OPraHOB C OOECIICUEHHEM MPOIECCOB
aHa0oJM3Ma, HOPMAJBLHOTO POCTa M HYTPUTUBHOTrO cTaTyca naereidl. OCHOBHBIMH KOMIIOHCHTaMHU
KOMIIJIEKCHOT'O JICYEHHUs TAIlMEHTOB CIIy)KaT HHU3KOOENTKOBasi JUeTa U CIEelHaIN3UPOBAHHBIC
MPOJYKTHI 0€3 MaTOreHEeTUYECKHU 3HAUYNMbIX aMUHOKHUCIIOT, MperapaThl #lieBokapHUTHHA. Tepanuio
JOTIONHAIOT Ha3HAauY€HWEeM BUTAaMUHOB (rpymmbl B) (#umanokoOamamMua**) M OHOJOTHMYECKH
aKTUBHBIMH  J00aBkamu  (rumpokcokobamamuu) [11, 17] Ilo mokazaHusM Ha3HAYaloT
MPOTUBOATHUJICTITHYECKHE TpenapaTbl, CHMITOMATHYECKYIO TEpaIui0, KOPPEKIUI0 BUTAMHUHHOW
HEIOCTATOYHOCTH.

3.1. KoHcepBaTUBHOE Nne4vyeHune

3.1.1. AueTtoTepanus

- PekoMeH10BaHO ManyeHTaM ¢ KIMHUYECKUMU MPOSBICHHUIMH, XapakTepHbIMH 11 MMA,
OrpPaHUYUTHh IOCTyIJIeHHE Oesika (B TOM 4MCIE [0 MOJYy4YeHHs JIaODOpaTOPHBIX pe3yJbTaTOB,
MOATBEPXKAAIOIINX 3a00JICBaHNE) C LIEIbI0 IPEIOTBPAIICHHUS Pa3BUTH METa00JINYECKOro Kpusa [ 1,
4].

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KomMmeHTapuu: MOCKOJIbKY pa3BUTHE METAa0OIMYECKOTO KpH3a MOXKET MPHUBECTH K
HEOOPAaTUMBIM HM3MEHEHHUSIM CO CTOPOHBI HEPBHOM CHCTeMBbI, IpH Nojpo3peHun Ha MMA crnenyet
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cobpaTh OmomMartepuan Ajii MPOBEAEHUS OMOXMMHUYECKOTO TECTHPOBAHHS U 3aTeM II€PEeBECTU
ManyeHTa Ha MUTaHHE C HU3KUM cojepkaHueM Oenka. [lis meTeld mepBOro MOIYroaus >KU3HU
IPyZIHO€ BCKApPMJIMBAaHWE WJIM BCKApPMJIMBAHWE JIETCKUMH MOJIOYHBIMA CMECSMU C HHU3KUM
copepxkanuem Oenka (1,2-1,3 r/100 min BoccTaHoBieHHOro mnpoaykra). Jns nereil crapuie 6
MeCsSIeB — HCKIIOYEHHE BBICOKOOEIKOBBIX HPOAYKTOB (MsCO, TBOpOr, pblda) M3 palloHa.
buoxumuueckue TecThl TPOBOIATCS B TeueHue 3-7 [AHEH, a MOJIEKYJISIpHO-TEHETHUYECKHE
WCCIIEZIOBAHUS MOTYT IMOTpedoBaTh oOkoyio 2-3 Hemenb. [loaTomMy HEoOXOAMMO, Y4TOOBI B 3TOT
nepuoj peOCHOK HaXOIUJICS Ha HU3KOOEIKOBOU JTUETE.

- PexoMeHI0BaHO BceM TMalMeHTaM TOCie MOATBEpXKIAeHUs auarHoza MMA ctporoe
orpaHnyeHHe OelKa HATypaJbHBIX IUILEBBIX MPOJYKTOB C LENbI CBEAEHHUA K HEOOXOIUMOMY
MUHUMYMY MOCTYIUICHHE B OPraHU3M aMHUHOKHCIOT METHOHWHA, TPEOHWHA, BaJHMHA, U30JCHIIMHA
[1, 4, 16].

YpoBeHb yoenuTenpHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — D)

KomMmeHTapun:

[Tocne mnoxaTBepkAEHUS [MAarHo3a TaKTUKAa JUETOTEpallud OCHOBAaHAa Ha CIEIYHLINX
MIPUHLINTIAX:

- OrpaHMYEHHUE IMOCTYIUICHUS HM30JIeWlIMHA, BaJMHA, TPEOHMHA U METHOHHMHA C HUUIEH 110
MUHUMaIbHOW moTpeOHOocTH; i  gereld  MmepBOro  MOJYroAus JKU3HH — OrpaHUYCHHUE
pacrpocTpaHseTcs Ha MAaTEpUHCKOE MOJIOKO WM JETCKHE MOJIOUHBIE, UJIM COEBbIE CMECH, I
JieTeil BTOPOro MOJYrous )KU3HHU — 3alpeT Ha BBEACHUE B KauecTBE MPUKOPMa BBICOKOOEIKOBBIX
MIPOAYKTOB (Msica, pbIObI, TBOPOra, UL, MOJOYHBIX MPOAYKTOB, 600OBBIX U T.X.), ISl MALMEHTOB
cTapiiie OHOTO rojia — CTPOrue OrPAaHUYCHHSI B HCIIOJIb30BAHUH BBICOKOOEIKOBBIX P OAYKTOB

- obecrieyeHre (PU3MOJOTUYCCKON MOTPEOHOCTH B APYIUX aMHHOKHCIIOTaX M HEOOXOAMMBIX
HYTPUEHTAX AJIs MPEAYNPEKIECHUSA UX HEA0CTATOYHOCTH U MOAIEPKAaHUA aHA00IN3Ma;

- OrpaHuyYeHue MOTPEeOJICHUs! JKUPHBIX KHUCIOT C HEYETHBIM YHCJIOM aTOMOB yriepojaa u
XO0JIeCTepHHa;

- ICKJIIOYEHH € TOJI0JJaHus, IPeIYyIpeXACHHE aKTUBAIH MTPOI[ECCOB KaTaboIn3Ma;

o0 Oenok Je4eOHOro paloHa PACCUMTBIBAETCS MCXOASl U3 BO3PACTHBIX NOTPEOHOCTEH
pebenka (IIpunoxenne A3.2), a Tak)Ke C y4€TOM TOJIEPAHTHOCTH MAIMEHTa K OEIKy B 3aBUCHMOCTH
OT ()OPMBI U TSDKECTH TeUeHUs 3a0osieBanus [4]:

- KBOTa 0eJika HaTypaJbHBIX MPOAYKTOB Ha3HAYAEeTCs C y4€TOM MUHUMAaJIbHOU MOTPEOHOCTH B
NAaTOr€HETUYECKW 3HAYMMbBIX AMUHOKHUCIOTaX — METHOHMHE, TPEOHUHE, BaJMHE, H30JEHIMHE
(ITpunoxxenune A3.3);

- C LIeJIbI0 KOMITEH calluy fAeduunra O0esika NCHob3yI0TCs CleHaIN3UpOBaHHbIE IPOAYKThI Ha
OCHOBE aMHHOKHCIIOT 0€3 METHOHHHA, TPEOHUHA, BalnnHa, n3oneinuna (IIpunoxenue A3.3).

Crnexyetr moib30BaThCA OJAHMUMH CIPABOYHBIMHU MaTE€pHATaMH IO XHUMHYECKOMY COCTaBY
MPOAYKTOB (B Pa3HBIX CHPABOYHUKAX JAHHBIE MOTYT OTJIIMYATHCA) C IEIBI0 MPEIOTBpAIICHUS
OIMOOK B pacueTax.

- B Ilpunoxenun A3.5 mpeacraBiieH CYTOYHBIM HA0Op MPOIYKTOB IS JETEH JOUIKOJIBLHOIO
BO3pacTa ¢ METUJIMAJIOHOBOM alluAeMUEN.

- PexomenioBana Bcem nanueHtaM ¢ MMA o0s3arenbHasi KoMIleHcalus aedumura 0enka 3a
CYET CIELHUATU3UPOBAHHBIX CMECEH Ha OCHOBE AMHHOKHCIOT, COOTBETCTBYIOIIMX BO3PACTHBIM
MOTPEOHOCTSIM B OCHOBHBIX IHIIEBBIX BEIISCTBAX M DHEPrUH, HO HE COJEp)KAIMX METHOHHUH,

TPEOHUH, BaJIWH, U30JICHIIMH C IEJIbIO MOEPKaHMs aJIeKBAaTHOTO HYTPUTUBHOTO cTaryca [1, 4,
16].
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YpoBeHb yoenuTenpHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — D)

- PexomengoBano Bcem mamueHtaM ¢ MMA oOecrieueHre AOCTATOUHON HSHEPreTH eCKOn
[IEHHOCTH PallMOHa B OCHOBHOM 3a CUET YTJIEBOAOB C LIEJbI0 MOIIEPKaHus MPOIecCOB aHabomm3Ma
1 TIPeIOTBPAICHUs Pa3BUTHS MPOIIECCOB Katabonusma [1, 4, 19].

YpoBeHs yoenuTensHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — D)

- PexomengoBano Bcem mnamueHtaM ¢ MMA orpanudenue KBOThI kHpoB 10 50-60% ot
BO3pPACTHBIX CYTOYHBIX MOTPEOHOCTEH BO M30€kKaHWE HAKOIUICHUS METHIIMAIOHOBOW KHCIOTHI —

MPOYKTa B-oxucneHus ’KUPHBIX KHCJIOT C HEYETHBIM YK CIIOM aTOMOB yriiepoaa [1, 4, 16].
VpoBeHb yoenuTenbHocTi pekoMenianuii C (ypoBeHb J10CTOBEPHOCTH JT0KA3aTENLCTB — 5)
KoMMeHTapuu: B KauecTBE MCTOUHUKA KUPA MPEAIOYTUTENBHEE UCIOIB30BATh PACTUTENBHbIE

Maciia, COIEpIKallie MOJMHCHACHIIICHHBIE JXUPHbIE KHUCIOTHI (ParncoBoe, JIbHSHOE, OIMBKOBOE,

MOJICOJTHEUHOE U JIP.)

- PexomennoBano oOecriedeHue Bcex ManueHToB ¢ MMA 10CTaTOYHBIM KOJIUYECTBOM
KHUKOCTHU C LEeJIbI0 MPO(UIAKTHKH HAPYILICHUS] BOJHO-3JIEKTPpOIHTHOrO Oananca [1, 16].
YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB — D)

- PexomennoBan Bcem nanueHTaMm ¢ MMA npoOHbIil npuem nuuy 0e3 JIUTEIbHBIX HOUHBIX
HepepHIBOB BO M30KaHUE IrOJI0IaHKsI, 0COOCHHO IEeTsIM I'PYAHOr0 ¥ paHHero Bo3pacra [1, 4, 16].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

KomMeHTapun: nepepsiB MeX1y KOPMJIICHUSMH, BKJIIOYasi HOUHBIE, He Oojee 3 4acoB

3.1.2. MegukamMeHTO3HOe rnevyeHune

- PexomengoBaHo mpu ycTaHoBJIeHMM aAuarHosa MMA mnpoBecT mNpoOHOE JieueHHe
#uumanokobamamMuHoM** st ompenenenus Gopmbl 3a0oneBaHusi — Bio-pesuctenTHas wim Bio-
gyyBcTBUTEbHAS [1, 4, 17].

VpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JT0Ka3aTEIbCTB — 4)

KommeHTapuii: ¢ 3T0i 11€1b10 Ha3HauaroT KOpoTkuil Kypc (8-10 nHelt) #unanokobamamuHa **
B ng0o3¢ | Mr/cyT moa KOHTPOJIEM YpPOBHS NPONMOHMJIKAPDHUTHHA B KPOBH U OKCKPELHH
METHJIMAJIOHOBOM KHCinoThl. CHI)KeHHE 3TUX TMoka3aTesneil Ha 50% u 0osiee OT UCXOIHBIX YpOBHEU
CBUJIETENBCTBYET O Bix-3aBucumoit dopme Oosesnu. JleTsiM ¢ ycTaHOBJIEHHOH Bir2-3aBUCHMOIA
(dbopMOil METUIMATIOHOBOW alUIEMHUH Ha3HAuYalOT JUIMTEIbHOE JieueHUEe #IMaHOKOOaTaMHUHOM**,
703a ToAdupaeTcss WHAMBUAYAIbHO, B 3aBUCUMOCTH OT KIMHUYECKUX M OMOXMMHUYECKHUX
napametpos [1], Hanpumep, 30 mr kaxzpie 2 wim 4 Hexenu [29].

bonee spdexTrBHO nMpuMeHeHne aKTUBHBIX (popMm BuTamuHa (B PO 3aperucrpupoBaHbl Kak
OMONOTUYECKH aKTHUBHBIE 100aBKH) — rUApOKCcokoOanamuua (ruapokcukodanamuna) (1-14 mr/uen
B/M, wii 5-20 mr/aen nepopaibHo) [30].

Haxe B cmydae Bi» — 3aBucumoil (opmbl, NalueHTaM [OMOJHUTEIbHO Ha3HAYaloT
IUETUYECKOe JIEYeHHEe C YMEPEHHBIM OrpaHWYEHHEM Oellka HATypallbHBIX MPOAYKTOB, IO
KOHTPOJIEM YPOBHS MPONMHOHMWIKAPHUTUHA B KPOBU U SKCKPELIMH METUIMAIOHOBOIN KUCIIOTHI.

- PexomennoBano Bcem manueHtam ¢ MMA Ha3zHaueHue OONBIIMX 103 #IEBOKAPHUTHHA C
[EJIbI0  TIOBBIMICHHUS BBIBEJCHUS TOKCHYHOM METHJIMAJIOHOBOW KHCJIOTHI M JIMKBUIAINH
HEeJI0CTATOYHOCTH KapHuTHHA [1, 4, 16].

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — D)

KommenTapuu: #neBokapHUTHH Ha3zHadaercs u3 pacdera 100-200 mr/kr/cyt B 2-4 mpuema,
71032 KOPPEKTHPYETCS B 3aBUCUMOCTH OT KJIMHHYECKOTO OTBETAa W YPOBHSI KapHUTHHA. Tepamus
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IPOBOAUTCS TMPAKTUYECKH HeNmpepblBHO. B  mepronq MeTaboNMYeckoro Kpuza U OCTPOU
TUIIEPAaMMOHHUEMHH J103a MOXKET ObITh yBenudeHa 10 300 mr/kr/cyt. OmHaKo rpynmna 3KCIepToB He
PEKOMEH/IYET IPEBHIIATh CYTOUHYIO 03y #JIeBOKapHUTHHA BhIlIe 12 T. 11 B3pocbix [1].

- PexomennoBano Bcem mamueHraM ¢ MMA Ha3zHaueHHe aHTHOAKTEpUAIbHOM Tepamuu c
EIbI0 KOPPEKIIMU 0OMEHa BEIeCTB MyTeM HOpMaJIU3allii KHIIeYHOH MUKpoOroThI [1, 4, 16].

YpoBeHs yoenuTenbHOoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB — D)

KommeHnTapuu: y4yuthiBasg, 4To OKoJO 25% NpONMOHATOB OOpPa3ylOTCs IO BIUSHUEM
KHU3HEICSATETbHOCTH KUIIEYHOH MHUKPOOHOTHI, JOMOJHUTEIBHBIM CHOCOOOM KOPpEKIMH OOMEeHa
SBJIIETCS aHTUOAKTEpHAJIbHAS TEPaIUs C LIEJIbIO MTOAABJIEHUS aKTUBHOCTH MAaTOT€HHBIX U YCIOBHO
MaTOreHHBIX MUKpOoOprann3MoB. HasHauator Kypchl #merponuaasona**, B no3e 10-20 mr/kr/cyt B
teuenue 10-14 nueil; uepe3 3-4 Henmenau Kypc NMpu HEOOXOOUMOCTH MOBTOPSIIOT WM, B Clydae
HEMEepeHOCUMOCTH #MeTpoHuAa3ona™* unm depeayror ¢ #MeTpoHugazonoM™* ¢ uHTepBajgoM 1
mecsa, — #HamokcummumH** (50 wmr/kr) wim  #Ko-tpumokcazon [Cynbdamerokcazon  +
Tpumeronpum]** (20 mr/kr) [1, 31, 32].

UYepenoBaHue mpenapaToB HEOOXOAMMO Il NPO(QUIAKTUKM Pa3BUTHUS PE3UCTEHTHOCTU
MUKpO(JIOpbl K aHTUMHKpOOHOW Tepanuu. Bo m30OexaHue pa3BUTHUS KOJIOHHM, YCTOWYUBBIX K
JIeKapCcTBaM, peKkoMeHayeTcs | -2 Hepenu Tepanuu, yepeays ¢ 2-3 HelesIMU NepepbIB UM Yepenys
KOKIbIA Mecsn. MoxkeT ObITh MOJIE3HO NPHHUMATh 100aBKM ¢ mpoOuotukamu (u3beras Tex,
KOTOpBIE COJEePKAT OAKTEPUH, MPOAYLUPYIOLINE IPONHOHOBYIO KUCIOTY), YTOOBI BOCCTAHOBUTH U
cbamaHcupoBaTh KUIIeuHyto Quopy [1].

- PexomennoBanbel nmamuentaM ¢ MMA 1o moka3aHusiIM BHTAMUHBI M TOJUBUTAMHUHBI C
MUHEpaJIbHBIMU BeIeCTBaMHU (Cojaepkaiue Kosekanbiudepon™*, nuanokodamamun™**, donmenas
KHCIIOTa™™ mpenapaTsl IMHKA, TIpenapaThl CelieHa U JIPyrre) B BO3PACTHBIX TO3UPOBKAX C IIENBIO
KOPPEKI[MK HYTPUTUBHOTO craTyca [1, 4, 16].

YpoBeHb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — D)

3.1.3. JleyeHne naumMeHTOB B Nnepmnog metabonn4yeckoro Kkpmusa

ITpu yrpo3e mnu B ciiydyae pa3BUTHs METa0OIMUECKOrO KpHU3a JEUEHUE JODKHO HAUYMHATHCS
HE3aMCIJIUTCIILHO.

He‘le6HBIe MCPOIIPUATHUSA HAIIPAaBJICHBI Ha MNPCKPAIICHHUC O6p330BaHI/I$I N HAKOIIJICHUA
TOKCHYHBIX OPraHMYECKUX COCIUHEHUIN U BBIBEIEHUE X U3 opraHu3ma. TaKTHKa JieueHus JAeTei B
IEPHO  KpH3a BKJIIOYAET KOPPEKIMIO  JUETOTEpPAllMM, BBIBEICHHE  HAKAIUIMBAIOIIMXCS
OpFaHI/I‘-ICCKI/IX KHCIIOT, KOppCKI_[I/IIO MCTa6OHI/I‘-IeCKOFO anuao03a, FI/IHepaMMOHI/IeMI/II/I U BOIJHO-
BHCKTpOHI/ITHbIX HapymeHHﬁ, 3HepFeTI/I‘I€CKYIO HOIII[ep)KKy nu CHHU)XXKCHHUI HWHTCHCHUBHOCTU
mpoiieccoB katabosmsma [1, 2, 4].

- PexoMenoBaHa sKCTpeHHas rocnuTann3anus nanueHToB ¢ MMA npu yrpose win B ciiydae
pa3BUTUSL METa0OJIMYECKOro KpH3a C LEJIbl0 HEe3aMEUIMTEIbHOIO IPOBENCHHUS HHTEHCHUBHOMN
TepaIuy U MPEIOTBPAIICHHUS KHU3HEYTPOKAIOIINX OCiIoKHeHui [1, 4, 16].

YpoBeHb yoenuTenbHOCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENILCTB — )

KomMeHTapuu: GakTopbl, ClIOCOOHBIEC CIPOBOIIMPOBATH META00IMYECKUH KPHU3:

- MpUeM TMHIIEBHIX OEJIKOB U JKUPOB B KOJUYECTBE, MPEBBIIMIAIONIEM TOJIEPAHTHOCTD
opranusma 00JIbHOro pedeHKa;

- Hel0e/1aHN e, HU3Kasl KaJIOpUHHOCTh paliioHa;

- UMHTEPKYPPEHTHBIC PECIHUPATOPHBIC WM  IKEIYyJIOYHO-KHIICUHbIC WH(OEKIIMOHHBIC
3a0oneBaHus M Ipyrue GaKTopbl, MPOBOIHUPYIOIIHE KaTad oInu3M

- XUpyprudeckre BMeIIaTellbCTBA.
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- PexomennoBaHo mamueHta c¢ MmeTtabonuyeckuMm kpusoM Ha ¢done MMA mepeBectu Ha
MUTaHUE UCKIIOYUTEILHO CMEChIO aMUHOKHUCIIOT 0€3 U30JIeHIIIHA, MEeTHOHWHA, TPEOHHHA U BaJIMHA,
HO He Oosiee ueM Ha 24-48 4acoB C LENbI0 CHIDKEHUST 00pa30BaHUsl TOKCHYHBIX MeTaboiuToB [1, 4,
16].

YpoBeHb yoenuTensHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

KomMmeHTapuu: Mmpu HanWMuuy CPHITMBAHWA, PBOTHI, OTKa3a OT €Ibl — KOPMIJICHHE uepe3
HA30racTpalibHBIA 30HJ] WM TacTpocTroMmy (yctaHoBka ractpoctombl) [1]. CoOmomats pexum
JPOOHBIX M YACTHIX KOPMJIEHUH C IPOMEKYTKAMU MEXIy KOpMJIEHUsIMHU 2 -3 yaca.

- PexoMeH10BaHO B METa0OJIMYECKOM KPHU3€ CHU3HUTH IMOTPEOIeHnEe 00IIero NumeBoro Oenka
B panMoHe nanueHToB ¢ MMA, cyTOuHBIN ypOoBEeHb Oe€lKa->KBUBAJICHTAa JOJDKEH OBITh HE HMKE
0€e30I1acHOr0 ypOBHS, NMPH 3TOM 00ECHEeUYUTh BBICOKOKAIOpUHHOE MUTaHUe (Tabiuua 2) ¢ Lebio
CHIDKCHHUSI 00pa30BaHus TOKCHUHBIX MeTabomToB [1, 4, 16].

YpoBeHb yoenuTenpHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — D)

KomMmeHTapuu: SHEprolleHHOCTh MNHINM W BBOAMMOM JKMJIKOCTH TIOBBIIIAIOT 3a CYET
ucrnonb3zoBaHuss 5-10% JeKCTpO3bl, TIUIIOKO30MOJIMMEPHBIX pacTBOPOB (MalbTONEKCTPUH) B
JIONIOJIHEHHE K CMECH Ha OCHOBE aMUHOKHCIIOT; pacyeT MPOU3BOIUTCS UCXOS U3 KATOPUHHOCTH 1 T
yriaeBogoB = 4 Kkaja, | T ManbTOAEKCTpUHA MpHpaBHUBaeTca K | T yrieBogoB. BozMoxxHo
napeHTepagbHOe BBeAeHue yrieBoaoB (5-10% nexkcrpo3s**), a Takxke nTunuaoB A0 | r/Kr/cyTku;

Tabmuna 2 — be3onacHelil ypoBeHb MOTpeOsIeHUs O€lKa U MOTPEOHOCTh B BHEPIUu y AeTel
pPa3IMYHOr0 BO3PACTa C METUJIMAJIOHOBOU allUJIEMHUEN B IIEPUOJ METAOOIUIECKOTO Kpu3a <*>

Bospact 0-12 mec 1-3 rona 4-6 net 7-10 ner 11-18
OO6umii 6enok r/kr/cyr | 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
Kkan/kr/cyTkn
KunakocTb 120 100 1200-1500  [1500-2000 |or 2000
(B T.4. BOZA, pacTBOPHI | MI/KT/CYT MII/KT/CyT MIT/CyT MIT/CyT MIt/cyT
JUISL TIapEHTEPaTbHOT0
MIUTaHUsA)

<*> AnmantupoBano u3 Matthias R Baumgartner et al. 2014 [1].

- PexomennmoBaHo uyepe3 24-48 uyacoB mocie OTMEHBI HaTypalbHOro Oenka (B Mepuoj
MeTabOoMMYecKoro Kpusa) mnamueHtaM ¢ MA TOCTeneHHO BBOAMTH MPOAYKTHI, COAEpKaIIie
HATYpaJIbHBIA OCIIOK HETbI0 MPEIOTBPAICHIS HYyTPUTUBHON HepocTaTouHocTH [1, 2, 4, 16].

YpoBeHb yoenutebHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

Kommentapuu: Oenku BBOASTCS M3 pacueta 1/4 HE0oOXOOIUMOro CyTOYHOro o0bema — B
nepBbIii aeHb, 1/2 — Ha 2-3-it nenb, 3/4-3 — 4-it neHp, ganee B MOJAHOM oObeMe. McTOUYHHKOM
HaTypaJbHOTO OenKa Mg JeTe MepBbIX IIECTH MECALEB KU3HU SBISETCS MAaTEPHHCKOE
MOJIOKO/JIETCKasi MOJIOYHAsI CMECh, JUIsl IETEeH BTOPOTO MOJTYTOAMS KU3HU — TaAKKE HU3KOOEIKOBBIC
MPOJYKTHI TPUKOPMa, JJIsI AETEH cTapiie roja — HU3KOOCIKOBbIE HAaTypabHbIE TPOAYKTHI (KPYIIbI,
OBOIIHM, (PYKTHI, PACTUTEIBHBIE Macja) W CICHHAIM3HUPOBAHHBIC HU3KOOEIKOBBIE MPOAYKTHI Ha
OCHOBe Kpaxmasos [1].

- PexoMennoBaHO manueHTaM B MeTa0omu4yeckoM Kkpuze Ha ¢oHe MMA TpUMEHSTH
TIIFOKO30MOJIMMEPHBIE PACTBOPHI (MAILTOIEKCTPUH), & TAKXKE HU3KOOEIKOBBIE MPOTYKTHI HA OCHOBE
KpaxmaJia JUisl OJIepyKaHusl COOTBETCTBYIOIICH SHEPreTHUECKOM 1IeHHOCTH pannoHa [1, 2, 4, 16].
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YpoBeHb yoenuTenpHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — D)

- PexoMeH10BaHO yBeNMYEHHUE 03Bl #JICBOKAPHUTUHA MAIUEHTaM B META0OINYECKOM KpH3e
Ha ¢pone MMA 1st moBbIieHus 3¢ dekTuBHOCTH Tepanuu [1, 2, 4, 16].

VYpoBenb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 5)

KomMeHTapuu: #1eBOKapHUTHH Ha3Ha4aroT O0MocHO He MeHee 100 Mr/kr maccel Tena H
Jlanee OCTaBJIOT mopaaepkuBaroiryto 103y 100 mr/kr/cytku. s moBwimeHus 3¢G(EKTHBHOCTH
MPEANOYTUTEIbHO BHYTPUBEHHOE WIJIM BHYTPUMBIIIEYHOE BBEACHHME IIpernapara ¢ LEJbio
MOJICP)KaHUsT COepKaHUsl CBOOOIHOIO KapHUTHHA B KPOBU BBIIIE HOPMAJIBHBIX 3HAYEHUH.
ITokazarenp CBOOOAHOrO KAapHUTHHA TMOJCPKUBAIOT HA BBICOKOM YpPOBHE, IPEBBIIIAIONIEM
IpPaHULBl HOPMBI. DTO OOECIEUMBAET JETOKCUKAIMOHHYI (YHKIMIO KapHUTHHA, YJIy4IIaeT
CBSI3bIBAHME W BBIBEIEHWE W3 OpraHu3Ma TOKCHYHBIX IPOMMOHOBBIX MpOoU3BOAHBIX. [lpu
WCIOJb30BAaHUU BBICOKHX /103 BO3MOXKHO pa3BuUTHE 3((EKTOB B BUAE TOIIHOTHI M HEMPUSTHOTO
3amaxa (Mod4a, IbIXaHUeE, M0T). YKa3aHHBIE SBJIECHMS NPOXOAAT MOCIE CHIXKEHUS 103bl. B mepuon
MeTa0OJIMYECKOro Kpu3a M OCTpPOW THUIIEpaMMOHMEMHH /1032 MOXET ObITh yBeiauueHa a0 300
MI/Kr/cyT. OHaKo He peKOMEHyeT MPEBbIIIATh CYTOYHYIO 03y JIEBOKAPHUTHHA BbllIe 12 T 1
B3pOCJIBIX AMeHTOB [1].

- PexkoMeH10BaHO BHYTPHUBEHHOE BBEJEHHE PAacTBOpa JIEKCTpo3bl™™* manumeHtam ¢ MMA B
COCTOSTHUM METabOJMYEeCKOro KpH3a C IIeNbI0 BOCIIOJHEHHS DJHEPreTHYecKoro aeuuurta u
IPEAOTBPAICHUs Pa3BUTHS HEBPOJIOrMUECKUX HapymeHuit [1, 2, 4, 16, 33, 34].

YpoBeHb yoenutenbHOCTH pekoMeraanuii C (ypoBeHb TOCTOBEPHOCTH J10KA3aTENILCTB — )

Kommentapuu: BHyTpuBeHHOE  BBeIEHHE  pacTBopa  AEKCTPO3bI** W3  pacyeTa:
HOBOPOXKJICHHBIC U aeTh 10 2-X jeT 10-18 mr/kr/mun, ot 2 mo 11 net 8-10 mr/kr/mun, crapme 11
netr 7-8,5 wmr/kr/mun. Ilpu CHWXEHUM TIIOKO3bl HIKE 2,5 MMOJIB/JT B KPOBH HEOOXOIUMO
BHYTpUBEHHOe cTpyiiHoe BBeneHue 10%-25% nexcrpo3sl®** u3 pacuera 2-3 MI/KT, Janee
MepeXoIsT Ha BHYTPUBEHHOE KanenbHoe BBeAcHHe 10% nekcTpo3sr** co ckopocThio 7-9 Mr/Kr/MHUH
710 HOPMaJIM3allMi YPOBHS TJIIOKO3BI B KpoBH.) HazHaueHue neKcTpo3bl** He TOJIBKO BOCHOJHSET
TKaHEBOU dHEPreTHYeCKUil JePHUINT, HO ¥ TTOIABIISET JUIOIN3 U CHIDKAET MPOIYKIIUIO TOKCUIHBIX
JIEPUBATOB JKUPHBIX KHCIIOT.

HeoTnoxxHy0 BHYTPUBEHHYIO TEpaIMiO CIeIyeT HaunHATh KaKk MOXKHO paHbIle mpu Ooee
TSDKEJIBIX COCTOSIHHSIX, C BBICOKOW TEMIIEpaTypOH, ITOBTOPSIOMICHCS PBOTOW WIHM  TSDKEJBIM
racTpOSHTEPUTOM.

PactBopel my11 BHYTpUBEHHBIX HHQYy3ul, coxepxamme 10% nexctpozy** (uimm Oonee)
CIeNyeT HMCIOJb30BaTh Ja)Xxe MPH HOPMAJbHOM YPOBHE TJIOKO3BI B KpoBH. Ecim y manmeHra
pa3BUBaeTCs 3HAUMTEbHASI THIEPIIUKEeMuUs (HalpuMep, YpPOBEHb IIIOKO3bI B KpoBU Oousbiie 250
MI/J1) C TJIIOKO3ypueil M UMeEIoTCs NpPU3HAKM MeTabOoJMuYecKON [1eKOMIIEHCAllMHM, TO CIEAyeT
paccMOTpeTh BO3MOXKHOCTh Hadaja MHGY3UH #UHCYJIHHA PACTBOPUMOTrO [UEIOBEYECKOr0 T'€HHO-
WHXXEHEPHOT0|**) BMECTO CHWXEHHUS CKOPOCTH HWHQY3UU JEKCTPO3bI**,  crocoOCTBYs
aHabonnyeckoMy cocTosHuiOo. HawanbHasg pno3a and MHQY3UM #UHCYJMHA PacTBOPUMOIO
[genoBedeckoro reHHo-uHxeHepHoro|** cocrasmsier 0,01-0,05-0,1 ME/kr/4. YpoBeHb WHCYIHMHA
ClIelyeT TUTPOBATh, YTOOBI MOJEPKUBATH YPOBEHD IIIOKO3bI B KpoBU Mexk 1y 100 u 150 mr/mi.

CrnenyeT OTMETHTh, 4TO UH(DY3Ua Oojiee KOHIIEHTPUPOBAHHOT'O pacTBOpa AEKCTPo3bI™* (15-
25%) mpu Oonee HU3BKOH CKOPOCTH HH(QY3UU IOCPEICTBOM MEHTPAIbHOTO KaTeTepa MOXKET
noTpeboBaThCs MpPU HEAOCTATOYHOW cepaeyHoi (yHkuuu. Kpome Toro, criemyer coOmroaarh
OCTOPOKHOCTh TIPU MPEKpPAlICHUH BHYTPHBEHHOW MH(Y3UU — HEOOXOAMMO MENJICHHO CHIDKATh
CKOPOCTB, YTOOBI N30€KATh COCTOSIHUSI PEAaKTUBHOW TMIOTIMKeMHud. ECii y marnuenTa pa3BuBaeTcs
3HaYuTeNbHAs THUIEpPriIMKeMus (HampuMep, YpOBEHb IJIIOKO3bl B KpoBH Oombiie 250 mr/mi) c
TIIIOKO3ypUed M UMEIOTCS NMPU3HAKU METa0OoMMuecKOd JEKOMIIEHCAUH, TO CIEAYET PaccMOTPETh
BO3MOXKHOCTh Hayalla BHYyTPHBEHHOT'O BBEJCHUS MHCYJIMHOB M UX aHAJIOTOB (TIPU TTIMKEMUU BBIIIE
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14 MMOITB\JT) € 1IEJIBIO TTOMIePIKaHuUs aJIeKBATHOI'O YPOBHS TIIFOKO3bI KpoBH [28].

- PexomeHnmoBaHo: mnamueHTaM ¢ MMA KOppeKkius MeTa0OJUYECKOro aImuao3a IMpH
MeTabonmdeckoMm Kpu3e Ha pore MMA myTeM BHYTPUBEHHOTO BBEICHHS PAcTBOPOB, BIUSIOIINX
Ha DJIGKTPONUTHBIA OallaHC W/WIKM DIEKTPOJUTHBIX PACTBOPOB H/WIIM COJIEBBIX PACTBOPOB (C
IIEJIOYHOM peakiuei — meao4HbIx pactBopos) [1, 35].

YpoBeHb yOEIUTENBHOCTH 10Ka3aTeNbCTB — C, YPOBEHB IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5.

KomMeHTapuu: 1151 KOPpEKIIMU METa0OJMYECKOTO alu103a MCIoNb3yeTcs pacTtBop Hatpus
ruapokapbonata**). Harpust rugpokapoonat** npumensiercs B Bunae 8,4% u 4,2% pactBopa s
yno0ctBa nepepacuera Ha MMosib NaHCO. Ero no3upoBka (MMonb) onpeaensercs mo gopmyse: (-
BE) x macca tena (kr) X 0,3 [35]. KpoMe Toro, maiueHTaM peKOMEHAYETCS INEIOYHOE MUThE —
pacTBOp cojpl U3 pacueta 1/2-1 gaitnas okka Ha 200 MJT BOJIBI, IIEIOYHBIE MUHEPAILHBIE BOJIBI.

B chayuae JeKOMIEHCHpPOBAaHHOTO META0OJUYECKOTO  aIua03a, HE IOJIA0IEroCs
MEIMKAMEHTO3HOM TEpaNuM, MPOBOIATCS METOAbl SKCTPAKOPIOpaJbHOM KOPPEKLUHUHU TOMEocTasa
(Hampumep, remoaua UL TPaIUs Mo ieHHast (BeHO-BeHo3Hast) (M. 1. 3.3) [36].

B 3aBucuMoOcTH OT TSDKECTH COCTOSIHMS, B CpeaHeM, Kaxiable 6-12 wyacoB cienyer
KOHTPOJUPOBATh MOKa3aTeIN KHCIOTHO-OCHOBHOTO cocTosiHusi kpoBu (MccrnenoBanue ypoBHS
OydepHbIX BellecTB B KpoBH, MccnenqoBanue ypoBHS BOAOPOAHBIX MOHOB (pH)), ypoBHS HaTpus,
KaJlusi 1 MOHU3MPOBAHHOIO KaJbLIUsl B KPOBHU, a Takxke coaepxaHue yakrata (MccinemoBanue
YPOBHS MOJIOYHOM KHCJIOTHI B KPOBH), AaMMHUAKA U TJIFOKO3bl B KPOBU) C 1I€JIbI0 KOHTPOJIS JI€UEHHUS.

- PexomenjoBaHo Ha3zHaueHWe HATpus OeH3oara (OMOJIOTMYECKM aKTHBHAs J00aBKa) Mpu
ypoBHEe aMmuaka B KpoBu Bbimie 200 MKMoub/n mamueHTaMm ¢ MMA 1npu  pa3BHTHH
Mmerabonmueckoro kpu3a [1, 16, 18, 21, 23].

VYpoBeHb yoenuTebHOCTH JoKa3aTeabCTB C (YypOBEHB TOCTOBEPHOCTH pEKOMEHIAMK — 4).

Kommentapuu: Hatpust 6en3oar (0nonorndecky akTHBHas J00aBKa) Ha3HAYaeTcs U3 pacyeTa
ot 250 Mr\kr\B cytku (MakcumabHO 10 500 Mr/kr/cyT, eciau macca Teia npesbimiaer 20 kr g0 5,5
r/M?/cyT). KOHTpOIb YPOBHSI aMMHaKa JTOIDKEH IIPOBOAMTHCA Kaxkable 6-12 uacos. OCyIIECTBIAIOT
00s13aTebHBIN KOHTPOJIb YPOBHS HATPHS U Kajus B KpOBHU He pexke | pasza B 2 yaca.

CoriacHo MEXIyHapOAHBIM PEKOMEHAAIMSIM IO JICYCHHIO TUIEPaMMOHHUEMHUHU IOKa3aHO
BHYTPUBEHHOE BBEJCHHE IPENaparoB, CBS3bIBAIONIMNX aMMHAK, OJHAKO B HACTOSIIECEC BpeMs Ha
tepputopun Poccuiickoit denepanuu naHHbIe JeKaPCTBEHHBIE CPEACTBA HE 3apETU CTPUPOBAHBI.

3.2. Xupypruyeckoe ne4yeHuve

- PexomengoBano manueHtaM ¢ MMA npu nporpeIMEHTHOM TE€YEHUHU I1aTOJIOIMYECKOro
Ipolecca B MEYEHW U MOYKaX PacCMOTPETh BO3MOXKHOCTh TPAHCIUIAHTAIIMU MEYEHH U IOYEeK II0
JKU3HEHHBIM TOKa3auusm [1, 4, 16, 24].

YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

KoMMeHTapuu: npoBOAUTCS COTJIACHO PEKOMEHJALUAM 110 TPaHCIJIAaHTAI[UU IEYEHU U MOYEK.
[TokazaHusi Uil TpaHCIJIAHTALMK TEYEHU WM KOMOMHHMPOBAHHOM TPAaHCIUIAHTALUU TEYEHU U
MOYEK B HACTOsIEE BpeMs HE OMpeeNieHbl, OJHAKO, Hambojee 4acTo B MHUPOBOH IMpaKTUKE
TAaKOBBIMHU CITy’KaT TsDKeslass Meraboiuueckasl JeKoMIleHcalusi, Hed(PEeKTUBHOCTh MPOBOJUMOM
MeTtabonmuueckord Tepanuu. B To ke Bpems MMA sBisiercss HanOojee 4acThM IOKAa3aHUEM K
TPaHCIUIAHTAllMU T€YEHH B JIETCKOM BO3PacTe CpPeAM BPOXKACHHBIX MeTaboimdyeckux OoJe3HeH.
Tpancrantanus medeHH ObUla TpPHU3HAHA METOJOM 3aMECTUTEIbHOW (EPMEHTHOH Tepamum.
KoMOuHupoBaHHass TpaHCIUIAHTAlMsl TE€YEHM M TOYeK, KaK IpaBUJIO, BBINOJHIETCS MpPHU
MIPOTPECCUPYIONIEM HAPYIIEHWH TOYEYHBIX (PYHKIUN U (HOPMUPOBAHUU XPOHMUYECKOH MOYEUHOM
HEJI0CTaTOYHOCTH [22, 25-27].
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- PexomengoBano mamueHTaM ¢ MMA BO Bpems MOATOTOBKM K XHUPYpPrHUYECKUM
BMEIIATEeNLCTBAM, MPOBEACHUS AHECTE3MOJIOTMUECKUX MOcOoOMi M B Ciiydasx, Korga Tpedyercs
YIUIMHUTH TEPUOJ] TOJIOIaHUs HMCIIOJb30BaTh BHYTPUBEHHOE BBEIACHUE PACTBOPOB JEKCTPO3bI™™ un
pacTBOpOB, BIUSIOUIMX Ha BOAHO-3JIEKTPOJIMTHBIA OanaHc (Kanus XJIOpUA + HaATpus auerar +
HaTpusl XJIOPUI™*) C LeNbl0 perujaparanuy, Npd OTCYTCTBUM IMPOTUBOIOKA3aHUI K BBEIECHHUIO
O0NBIIMX 00BEMOB YKHUIKOCTEH, M IPEAOTBPALICHUS Pa3BUTHs MeTabomyeckoro kpusa [1, 2, 4, 16].

VYpoBenb yoenuTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KomMmeHnTapuu: wHQY3MOHHAsE Tepanmus B chydasxX, TpeOYIOUMX YAJIMHEHHWE TepHoja
roJoJaHusi, pacTBOPBI JAEKCTPO3bI** U pacTBOPHI, BIUSIONIME HAa BOJHO-3JICKTPOIUTHBIN OajaHc,
BBOJATCS U3 pacyera 8-10 MI/Kr/MHUH 1Jis 1eTel epBoro roja *u3Hu, 6-7 MI/KI/MUH — U1 AeTel
ot roga a0 10 mer, 5-6 Mr/kr/muH — 15 geteit crapmie 10 ner.

- PekoMenzoBaHa yCTaHOBKa TracTPOCTOMBI WJIM HA30racTpajbHOrO 30HJA MallMeHTaM B
MeTabonuyeckoM Kpuse Ha poHe MMA mpu HaJIM4uy pBOTHI U CPHITMBAHUS MIIM OTKa3e OT IIpUeMa
UM C LEJIbI0 KOPMJIEHUS CMEChI0 aMUHOKHUCIOT O€3 Hu30iIeHllMHA, METHMOHWHA, TPEOHHHA U
BanuHa [1].

VpoBenb yoenutenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

3.3. MHoe neueHuUue

- PekomengoBano nanuertTaMm ¢ MMA paccMoTpeTs BOIPOC O HEOOXOAUMOCTH IPOBEIECHUS
MEPUTOHEATBHOTO JTHaIN3a WM FeMOANAIN3a IPU OTCYTCTBUU OBICTPOH MOMOXKHUTEIBHON peaKkIuu
Ha MHTEHCHBHYIO TEpAalHi0, COXPAHAIOIEMCS KETOAIMl03€ M TUIEPAaMMOHHUEMUU C I€JIbIO
KOPPEKIIMU JaHHBIX cocTosiHmi [1, 4, 16, 24].

VpoBenb yoenutenbHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB — 4)

KoMMeHTapuu: TmepuTOHEAJ bHBIH HalN3 WM TEMOJHAlii3 TPOBOASTCA C LENbI0 Ooliee
3G PEeKTUBHOTO BBIBEICHUS TOKCHYHBIX META0OINUTOB.

4. MeaunumnHckasn peabunurauus, MeaAULUHCKMe nokKasaHus ]
NPOTUBOMNOKa3aHUA K NPUMEHEeHUI0 MeToAO0B peabunutayum

- PexomenmoBano mnarpentaMm ¢ MMA mpoBeneHHEe pPeaOMIMTAI[MOHHBIX MEPOIPHSITHH,
HanpaBJI€HHBIX Ha COIHMANBHYIO aJalTalHio, MOAACP)KAHWE W pa3BUTHC KOTHUTHBHBIX H
UHTEIUICKTYadbHBIX QyHKIMiA [1].

VpoBenb yoenutenpbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB — 5)

- PexomennoBano mnamueHtaM ¢ MMA mnpoBeaeHHE TICUXOIOTHYECKON MOANCPKKU U
o0y4yeHHUs: poaMTeNeil MpaBUiaM OpraHU3alMM TOMOUIM M JTUETOTEparuu B MEKIPUCTYITHBIN
MEPUO/] U B TIEPUO] YIPO3bI MeTabonmnyeckoro kpusa [1, 4, 16].

YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeILCTB — D)

5. MpodmnakTuka U gucnaHcepHoe HabngeHue, MeAULMHCKME MOKasaHUSA U
NPOTMBONOKa3aHUs K NPUMEHEHUI0 MeToA0B NPouNakTUKu

5.1. MpodmnakTuka

- PekoMeH10BaHa KOHCYJbTallUsl Bpadya-T€HETHKA CEMbSIM C OTATOIICHHBIM aHAMHE30M IO
MMA c nenbio pa3bsCHEHUH T€HETHYECKOr0 PUCKa, 00CYKISHHS BOZMOXKHOCTEH MPEeHATaIbHOU 1
MPEUMIUTAHTAIUOHHOW AHarHoCTUKH [1].

YpoBeHs yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — D).
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KoMMeHTapuu: yuuThiBasi ayTOCOMHO-PELIECCUBHBIN TUIl HacienoBaHud MMA, s kaxoi
OepeMEeHHOCTH pHUCK poxnaeHus pedenka ¢ MMA cocraBnser 25%. C uenpio mpoBeaeHUs
MpPEHATAJIbHOM W MNPEUMIUIAHTAUMOHHOW JUArHOCTUKH CYIPYKECKOW TNape MNpeABAPUTEIBHO
HEOOXOAMMO TMPOUTH OOCIIeIOBaHUE HA TETEPO3UTOTHOE HOCUTENhCTBO MyTanui B reHax MUT,
MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, o0patuBmmch B
CIeMaN3UPOBAHHbBIE JIHArHOCTUYECKUE JTa0OpaTOPUU M MEIOUIIMHCKHE IEeHTphl. [IpeHaTanbHas
JIMAarHOCTUKA TPOBOJUTCA MOJIEKYJIIPHO-TEHETUYECKUMH MeToAamu nytem uccienoBanus JIHK,
BBIJICTICHHOW M3 OWOMTaTa BOPCHH XOPHOHA W/MJIM KIJIETOK aMHUOTHYECKOW KHUAKOCTH W/HIN
IJIOTHOW KPOBH.

- PexoMengoBaHo ¢ 1enbl0 MNPOPHUIAKTUKH  Pa3BUTHS ~ METa0OMUYECKHX KpPU30B
nH(popMUpOBaHUE POAMTENECH (MM 3aKOHHBIX MpeacTaBuUTenel) manueHnta ¢ MMA o xapakrepe
3a0o0JeBaHus, MPOBOLUPYIOMKX (HAaKTOpax U MPEABECTHUKAX KPU3a, BOZMOXKHBIX €0 MOCIEICTBHIX
[1].

VpoBenb yoenutenbHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

- PexomengoBano namueHtam ¢ MMA npoBoauTh Npo(UIAKTHUECKYIO BaKLUMHALUIO B
COOTBETCTBUM C HAIlMOHAJbHBIM KaJeHJapeM NpOo(UIAKTUYECKMX MPUBUBOK, BKIIOYas
BAaKIMHAIIMIO TPOTUB TpPHUINA U POTABUPYCHOM HH(PEKIUH C COOJIOJEHHUEM BO3PACTHBIX
OrpaHUYEHUH UMMYHOOMOJIOTHYECKUX MpenapaToB Ha (JOHE CTPOroro BBINOJHEHUS IUETUYECKUX U
neyeOHbIX Ha3HauUEHUH ¢ 1eibio hopMupoBaHus dPPEKTUBHOIO HIMMYHHOTO OTBETa OT MH(EKIIHii
U TIPeIOTBPAICHUS PA3BUTH S METa0OIMYeCKUX Kpu3oB [1].

YpoBeHb yoenauTenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENILCTB — D)

KomMmeHTapuu: BakLUMHALKIO LEIECOO0pPa3sHO MPOBOAUTH MOJ KOHTPOJIEM CHELHUAINCTOB,
MMEIOIIMUX OMBIT pabOTHI C MALIMEHTaMU C META00JINYECKUMHU OOJIE3HAMU.

B mnocTBaknMHaAIRHOM TEpUOAE CJenyeT NPHUCTaJIbHO HaOmoJaTh 3a TPUBUTBIMH C
MOBTOPHBIM ~M3MEPEHHEM TEeMIlepaTypbl Tela, YTO HEOOXOAMMO /i He3aMeJIUTEIbHOIO
Ha3HA4YeHMs >KapOMOHMKAIOUIEW Tepanuu NpU JUArHOCTHUPOBaHMM Jjuxopagku > 38,0 °C,
(mapaneramon** umu, ubynpoden **).

5.2. lucnaHcepHoe HabnwoaeHue

- PexoMengoBaHO B mpoliecce KOMIUIEKCHOT'O JIeUeHHs ManueHToB ¢ MMA ocylecTBIAThH
KOHTPOJIb TOKa3aTeneil o0ero (KIMHUYECKOro) aHallu3a KPOBH pa3BEepHYTOro, oluiero Oenka,
HccnenoBanue ypoBHs anb0yMuHa B KpOBH, npeanboOymuH (OmnpeneneHne COOTHOIICHUS 0elTKOBBIX
¢pakuuii Meronom snekTpodopesa, OnpeneneHue COOTHOIIEHUS OENKOBBIX (pakuuil METOAOM
BBICOKOYYBCTBUTENIHFHOI'0  KAaMUIIPHOTO  3JeKTpodopesa), TIIOKO3bl, (eppuTHHA, JaKTaTa
(MOJIOYHOM  KHUCJOTBI), KOJMYECTBEHHOTO ONPENEIECHUS YpPOBHS AaMHHOKHUCIOT B KPOBHU
(KommnekcHoe ompeneneHue KOHLEHTPAallMd Ha aMHHOKHUCIOTHI M alWJIKapHUTHHBI B KpOBH,
KommuiekcHoe ompeneneHre KOHLEHTPAMM Ha aMHUHOKHUCIOTHI M alUJIKAaPHUTHHBI B KPOBH
METOAOM TaHJIEMHOM Macc-CIIeKTPOMETpPUHU), CBOOONHOrOo KapHUTHHA. KOHTpoiIMpoBaTh
napaMeTpbl KUCJIOTHO-OCHOBHOTO cocTosiHusl KpoBu (MccrnemoBanue ypoBHS BOAOPOJHBIX HMOHOB
(pH) kpoBu, MccrnenoBanue ypoBHs OydepHbIX BemiecTB B Kposu) [1].

YpoBeHs yoenuTenbHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTEeIbCTB — D)

KomMenTapuu: o61mmii (KIMHUYECKH) aHAJIN3 KPOBU Pa3BEPHYTHIA KOHTPOIHUPYETCS HE PEKE
1 pa3za B roa.

YpoBHM METHOHHHA, TPEOHNHA, BaJINHA, NU30JICHIIMHA B KPOBU B PE3yJIbTATE JICUCHUS JOJKHBI
OBITh MPUONMKEHBI K pedepeHCHBIM BO3PACTHBIM 3HaueHUsiM). OCoOEHHO BakKHO 00ecneuynBaTh
HOPMAJIbHBIN CBIBOPOTOYHBIM YPOBEHb AMHUHOKHCIIOT C Pa3BETBJICHHOW yIJIEpOJHOM nenbro. Tak,
HeloCTaTOYHOe moTpediieHne Oenka U nepuUUT H30JeHlHHA SBISIOTCS MPUYUHOW Ppa3BUTHS
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TSDKEJIOr0 aKpoJepMaTUTa M CIY)KAT OCHOBAHHMEM JUIS JIONMOJIHUTEIILHOTO BBEICHUS B PaIlMOH
nutanus L-uzoneiiuaa B go3e 50-100 Mr/cyt (IpOXyKThl NMUTAHUS, COACpPXKAIIME WU30JCHIIMH B
no3upoBke 50-100 Mr B CyTKM) B 3aBUCHUMOCTH OT cTeneHu jaedunurta. ComepkaHue TIMIHUHA B
KPOBU MOXKET ObITh YMEPEHHO MOBBIIICHHBIM.

- PexkoMeH0BaHO TmanMeHTaM ¢ MOATBEPXKIEHHBIM nauarHozom MMA B mpouecce
KOMIUIEKCHOTO JICYEHHs] MPOBOJUTH ONpENECHHE MOYEYHOM OSKCKpEelUH MEeTHJIMAaJIOHOBOH, 3-
TUIPOKCUMETUIIMAIOHOBOH, METWJUTMMOHHONW KucioT (KommiekcHoe ompeneneHue copepKaHHs
OpPraHMYeCKUX KHCIOT B MOYE) C LENbI0 CBOEBPEMEHHOIO IPEJOTBPALICHUSI pa3BUTHUS
Metabosmyeckoro kpusa [1].

VYpoBeHb yoenutenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeNILCTB — )

Kommentapuu: KpatHocTh mpoBeieHHs aHATU30B 3aBUCUT OT COCTOSIHUS MAIMEHTa.

KonnuectBeHHoe onpeseneHne ypoBHsS aMUHOKUCIOT B KpoBu (KoMmruiekcHoe ompeneneHue
KOHLICHTpALlUM Ha AMUHOKHUCIOTBI M alMIKapHUTHHBI B KpoBH, KOMIIJIEKCHOE OIpelencHue
KOHIIGHTpallUM Ha aMHUHOKMCIOTHI M aLWIKapHUTUHBI B KPOBM METOJOM TaHAEMHOH Macc-
CIIEKTPOMETPUN) — IPU CTAOMIIBHOM COCTOSIHUU — KaxK/ple 3-6 Mec.

B nepuon umHOpexkuMOHHBIX 3a00€BaHMN, METa0OJMYECKOrO0 KpU3a ONPEAEIECHHE YPOBHS
aMMHOKHCIOT B KpoBM M KapHUTUHOB (KoMImekcHoe ompeneneHHe KOHIEHTpPALMU Ha
aMUHOKMCJIOTBI U AalMIKAPDHUTHHBI B KpoBH, KoOMILIEKCHOE ompeneneHue KOHLEHTpaluu Ha
AMUHOKMCIIOTBI M AUWIKapHUTUHBl B KPOBM METOJOM TAaHJIEMHOW MaccC-CIEKTPOMETPUN)
ocymecTBist0oT He pexke 1 paza B 7-10 gueit, KIIC (MccnenoBanne ypoBHsS BOAOPOJHBIX MOHOB
(pH) kpoBu, UccnenoBanue ypoBHs Oy(hepHbIX BEIIECTB B KPOBU) — €KEIHEBHO JI0 CTAOMIM3aLUU
IIOKa3aTelIeH.

- PekoMeH/10BaHO manueHTaM C MOATBEPKACHHBIM AuarHosoM MMA onpeneneHue ypoBHS
00IIero Kaibliis, WOHU3MPOBAHHOIO KalbliUsd, Heopranuueckoro ¢ocgopa B KpOBH, OOIIEro
MarHusi B ChIBOPOTKE KPOBH, aKTUBHOCTH IeinodHoi ¢ocdarasel, Uccnenosanue yposus 25-OH
ButamuHa /| B kpoBH, MccnemoBaHue ypoBHS NMapaTHPEOHJIHOTO TOPMOHA B KPOBH — C IIEIIBIO
OIIEHKH MeTa0o0JIM3Ma KaJbIus U KOHTPOJIS ocTeonenuu [1].

VpoBenb yoenutenbHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KoMmMeHTapuu: ncciejoBaHus MPOBOASTCS €KETOTHO

- PexomeH10BaHO ManueHTaM ¢ MOATBEPKACHHBIM AuarHo3oM MMA Ompenenenue ypoBHS
ButaMuHa Bl2 (umanokoOamamuH) B KpoBH, McciemoBanue ypoBHS (ONMEBOM KHUCIOTHI,
HccnenoBanue ypoBHs (heppUTHHA B KPOBH C LIEJIBIO OLIEHKH HYTPUTUBHOTO craryca [1].

VpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0Ka3aTeIbCTB — 5)

KommeHnTapuu: uccienoBanue NpoBOIUTCS €KETOJHO.

- PexomeHnOBaHO mnanuMeHTaM ¢ NOATBEpkAEHHbIM nauarHozoMm MMA Omnpenenenue
AaKTUBHOCTH JIMIIA3bl B CBIBOPOTKE KpoBU, OnpesesneHne akTHBHOCTH MTaHKpeaTHYeCcKOl aMuiassl B
KPOBH C II€JIbI0 KOHTPOJIA (PYHKUMM IOAKEIYJOYHOW >Kele3bl M CBOEBPEMEHHOIO BBISIBICHUS
naHkpeatuta [1].

YpoBeHb yoenuTenbHOCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENILCTB — )

KoMmmenTapuu: rccienoBanye NpoBOAUTCS HE peke 1 paza B 6 MecsIIeB.

- PexoMeH10BaHO MaIMeHTaM C MOATBEPKICHHBIM JAuarHo3oM MMA uccienoBaHue ypoBHs
KpeaTuHHHA B KpoBH, MccienoBanre ypoBHS MOUYEBUHBI B KpoBH, VccrnenoBanue ypoBHS MOUYEBOM
KHCIIOTHI B KpoBH, MccnenoBanue ypoBHs nuctatuHa C B kpoBu, McciienoBanue ypoBHs Kalblusl B
moue, HccnenoBanme ypoBHs (ochopa B moue, OmpenencHue Oenmka B moue, OmpeneneHue
anpOymuHa B Moue, OnpeaeneHne KoandecTBa 0eika B CyTOYHON MOU€ C IENNbI0 OI[EHKH MTOYeYHON
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¢byHkuuu — He pexxe 1 pasa B ron, HauMHas ¢ 6-JETHEr0 BO3pacTa WJM paHee — MPU HapylIeHUU
¢byHkuu nouek. MccnenoBanue GyHknuu Heh)poHOB MO KJIMPEHCY KpeaTuHHHA (mpoba Pebepra) —
IIPU OTKJIOHEHHSIX OT HOPMBI BBINICyKa3aHHBIX mapamerpos [1].
YpoBeHb yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTEeIbCTB — D)
KomMeHTapuu: KiIupeHC KpeaTuHHHa (CKOPOCTh KIyOOYKOBOW (DUIbTpamuu) ciaenyer
paccuuThiBaTh Mo opmyiie (pacuetHas mo ¢popmyie llIBapiia, mpu MOBBIIEHHOH Macce Tena — Mo
dopmyne Kokpodra-I'onga) — (yeayru oTCyTCTBYIOT B HOMEHKIAType METUIIMHCKUX YCIIYT).

- PexomennoBaHo i OHEHKH 3(Q(EKTUBHOCTH JJIMTENBHOIO JIEUCHHs] NAIlMeHTOB C
MOATBEP)KICHHBIM JuarHo3oM MMA ucnonb3oBath pedepeHCHBIE MOKa3aTeld  COAepyKaHHs
MATOr€HETHYECKH 3HAYMMBIX aMHHOKHUCIIOT B KPOBU M ATOJIOTHYECKUX METa0OIUTOB B Moue [ 1, 2,
4, 16].

VpoBenb yoenutenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PexoMmeHI0BaHO mManMeHTaM C MOATBEPXKIEHHBIM JuarHosoM MMA  ocyliecTBiIsATh
KOHTPOJIb HyTPUTUBHOTO CTaTyca ¢ KOpPEKIMeil MUTaHusl B 3aBUCUMOCTH OT COCTOSIHUS MallMeHTa U
ero TOJIEpaHTHOCTH K Oenky [1, 2, 4, 16].

YpoBeHb yoenuTenbHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB — D)

KomMmeHnTapuu: KOHTpPOJbL (PaKTUYSCKOTO MUTAHHUS (XMMHYECKOrO COCTaBa palHMoHa) IS
MPENYNPEKICHUS PAa3BUTH JNEOUIUTHBIX COCTOSHHM IMPOBOASAT Yy JCTeH B PEaHUMAIMOHHOM
HepuoJie — eKEAHEBHO, Y JIeTell MepBoro roja >ku3Hu — He pexke 1 pasa B 7-10 qHeid, y maieHToB
crapuie 1 roma — 1 pa3 B 1-3 mecsna.

- PexomennoBano mpoBeneHue snekrpokapauorpadun (OKI'), sxokapauorpaduu (IxoKID')
BCEM TAIMeHTaM C MOJATBEPKIEHHBIM JuarHozoM MMA exeroaHo, mpu HeoOXOJUMOCTH dalle, ¢
[ENbI0 JUArHOCTUKH KapAMOMUONATHH W HApyIIEHWH pHUTMa cepiala W TPOBEACHHS JIeUEHUS
COTJIACHO COOTBETCTBYIOIIMM KJIMHUYECKUM pekomernmausm [1, 2, 4, 16],

YpoBeHs yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB — D)

KomMmeHTapuu: mpu HEOOXOJUMOCTH, TPH HAIMYHM TOKA3aHUW JUIS WCCICIOBAHUS —
XONTEepPOBCKOrO MOHHUTOPHUPOBAHHS CEPACYHOrO0 PHTMA, W/HUIH CyTOYHOI'O MOHHTOPHPOBAHUS
apTepuarbHOrO JaBleHUs (COTJIAaCHO COOTBETCTBYIOIIMM KIMHUYECKUM PEKOMEHIAIUSAM TI0
HapYIICHUSM PUTMa Cep/Ila W/WM apTePHaIbHOW TUTICPTEH3NN ).

- PexomenpoBaHO mamMeHTaM C MOATBEPKACHHBIM auarHosom MMA mpoBeneHue
yiabTpa3BykoBoro uccienoBanus (Y3U) opranoB OproimHoi monoctd U moyek (YibTpa3ByKoBOE
UCCIIEZIOBAHUE OpPraHOB OpPIOMIHONM MOJIOCTH (KOMIUJIEKCHOE), YJbTpPa3ByKOBOE HCCIIEOBaHUE
MOYEK) MO MOKa3aHUsAM, B TOM YHUCIE MPU OOJAX B )KUBOTE, B CBA3H C BO3MOXXHOCTHIO Pa3BUTHS
MaHKPEATUTOB M MopaxkeHus mouek [1, 4, 12, 13].

YpoBeHb yoenuTenbHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEeIbCTB — 3)

KomMeHTapuu: KpaTHOCTh IPOBEICHUS ONPENCIACTCS UHAUBUAYATIBHO.

- PekomeHJ0BaH mnanMeHTaM C NOATBEPXKACHHBIM auarHosom MMA ocmorp Bpaua-
o TarbMoora Mpy HAJIMYUH MTOJO3PEHUIN HA TOPAKEHUE OpPraHa 3pEHHUsI, B TOM YHCIIe BOZMOXXHOTO
pa3BUTHS aTpOGHH 3PUTEIBHOrO HEPBa €XeroaHo mocie 6 jer [1, 4].

YpoBeHb yoenuTensHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — D)

- PexomenmoBano HaOmoneHHWE TAIMEHTa C TMOATBEPXKIAEHHBIM auarHo3oMm MMA mocrie
BBIIIUCKM W3  CTallMOHapa B  aMOyJATOPHO-TIOJMKJIMHHYECKUX  YCJIOBUSAX  BpadoM-
MeANaTpOM/BpadoM-TEeparieBTOM/BpauyoM  OOIIeld TMPakTHKUA (CEMEHHBIM BpadyoM), BpadoM-
HEBPOJOrOM, BpAaYOM-TUETOJIOTOM, C IIENbI0 CBOEBPEMEHHOH KOPPEKIMH TEeparnuud Ipu
HeoOxomumocrtH [1].
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YpoBeHb yoenuTenpHoCcTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — D)

- PexoMmeH10BaHa KOHCYJIbTAlIMSI Bpaya-reHeTUKa NalueHTaM ¢ MOATBEPKAECHHBIM JUarH030M
MMA c nenplo Ha3HaAY€HUS W KOPPEKIMU JAUETOTEpanvu, OCYILIECTBJICHHUS KOHTPOJIS 3a €€
COOJIIOICHUEM; CeMbSIM, UMEIOIIUM POJICTBEHHHUKOB ¢ MMA, 11 MJIaHUPOBAHUS JETOPOXKICHHS
[1].

YpoBeHs yoenuTenbHOoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB — D)

KOMMeHTapI/II/IZ HHTEpBAJIbl MCXKAY BHU3UTAMU OOJDKHBI OHNPEACTIATHCA HHIAWBHUAYAJIBHO C
y4eTOM BO3pacTa, TSDKECTH 3a00NieBaHUS, CTA0WILHOCTH OOMEHa BEIIeCTB M  COOJIIOJICHUS
JUETOTepaIuu, Ho He pexke | pasa B roj.

- PexomeHnio0BaH MyJIbTUANCHMILUIMHAPHBIN MOAX0J K HAOIIOACHHUIO U JICYCHUIO MAIIUECHTOB C
MONTBEPXKICHHBIM ArarHo3oM MMA crenuanuctaMyd pa3HbIX Tpoduiaeid ¢ menpio odecredeHus
KOMITJICKCHOM Teparuu ¥ CBOSBPEMEHHOM ¢¢ KOppEeKIuU pu HeodxoaumocTH [1].

YpoBeHb yoenutensHoCcTH pekomenaanuid C (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB — D)

KommeHTapuu: manumeHTsl HAaONMIOJAIOTCS  BpadoM-TIEAUATPOM, BPauoOM-TEPAIEBTOM,
CEMEMHBIM BpauOM, BpayOM-T€HETUKOM, BpPayOM-HEBPOJIOTOM, BpauOM-IUETOJIOTOM, BpauyoM —
TPaBMATOJIOTOM-OPTONEIOM, BPAYOM-3HJAOKPHHOJIOTOM/BPAaYOM — JIE€TCKUM JHJIOKPUHOJIOTOM,
BpayOM-Kapu0JOrOoM/BpauoM — JIETCKUM KapAHOJIOrOM, BpauyoM-0(TaabMOJIOTOM, BpayoM —
CYpPAOJIOTOM-OTOPHHOJIAPUHTOJIOTOM, BPauyOM-CTOMATOJIOTOM/BPadyOM — JIE€TCKMM CTOMAaTOJIOIOM,
BpauOM-TacCTPO3HTEPOIIOTOM, BpauoM — aJUIeproJiIor OM-UMMYHOJIOT'OM, BpauoM-
reMaToJIOroM/BpadoM — JIE€TCKUM T'€MaToJIOrOM, BPadyoM-TICHXHATPOM, BPauOM-peabHUINTOIOrOM,
MEIUIIMHCKUM MICUXOJIOTOM, JIOTONEA0M - EKTOIOTOM U APYTHMH.

Exerogno mamuwentsl ¢ MMA [ODKHBI TPOXOIWTH YIUIYOJICHHYIO JHCHAHCEPU3AIUI0 U
OCYIIECTBIATh HE0OXoMuMbIe peabunmurannonubsie Meponpustus ([Ipunoxennn A3.5).

Pomutenn nomkHBI OBITH OOYYEHBI MpPAaBWUJIAM OpPraHU3AIMH TEPANUM B MEKIPUCTYITHBINA
Mepuoa M B TEPUOJ YIpo3bl MeTabonndeckoro kpuza. Y peOeHka mpu cebe Bcerjaa JJ0JDKHA
HaXOQUThCA MaMsATKA C YKa3aHUEM HEOTJIOXKHBIX MEPONPHUSATUNH B NEpPHUOJ HAYMHAIOIIETOCs
MeTa0OJIMYECKOro Kpr3a

6. OpraHM3aL|m| OKa3aHuA MeAULMHCKOWN NOMOLLMU

Heobxomumo  mpeaycMoTpeTh  HaOMIOJEHWE W TOCHHTANIM3AIMI0  MAIlMeHTOB B
MHoronpodmisHoe JIITY.

MokasaHua gns nNnaHOBOMW rocnuTanusauum B MeaNUUNHCKYH OpraHm3auuio:

1. mpoBeneHWe MUArHOCTUKH W JICUCHUS, TPEOYIOIIME MPOIOJDKUTEIHLHOTO (JHEBHOE WU
KPYIJIOCYTOYHOE TMpEeObIBaHME) MEAMIIMHCKOTO HAOMIOACHWS ¢ MOHUTOPUHTA  KJIMHUKO-
1a00paTOPHBIX TOKA3aTENEH;

2. HEOOXOIUMOCTh IPOBEICHUS PA3IMYHBIX BHJIOB OKCIEPTH3 WJIM OOCICIOBAHUS B
MEIMIIMHCKON OpraHU3alliy MPU HEBO3MOXKHOCTH MPOBEACHHS UX B aMOYJIAaTOPHBIX YCIOBHSX (B
TOM 4Hclie OQOopMIICHUE 3aKITIOUCHHS (eepabHOI0 KOHCUIIMyMa/BpauyeOHOW KOMUCCHH).

MokasaHua gns 3KCTpeHHOI7I rocnntann3aumm B MeQUUUHCKYO opraHun3auuntio:

1. ocTpple YrpoXKamliue i XU3HU M Pa3BUTUS OCIOKHEHUIH COCTOSHHS, TpeOyromme
HEOTJIOKHOIO JICYEHUS, B TOM YHUCIE€ HHTEHCUBHOM TEpanmuu, a TaKKe KpYriaoCyTOYHOr O
MEIUIIMHCKOTO HAOJIOICHUS U TIPOBEICHUS CIICIIHAIBHBIX BUJIOB OOCIICIOBAH S U JICUCHUS.

CtpaHuua 22 us 46


http://disuria.ru/

KnuHnyeckne pekomeHpgauum — [ipyrve Buabl HapyLleHusi obmeHa aMWHOKMCIOT C pa3BeTBeHHON Lenbto (MeTunmanoHosas
aungemusi/aumaypust) — 2021-2022-2023 (17.01.2023) — YTBepxaeHsl MuHsgpasom P®

lMoka3aHuA K BbINUCKe NauuMeHTa u3 MeguLMHCKOMN opraHunsauuvn:

1. oTcyTCTBHE Yrpo3bl Ul )KU3HU NAllMEHTa M YTPO3bl Pa3sBUTHUS OCIOXHEHHH, TPEOYIOIMX
HEOTJI0KHOTO JICUCHHS [IPU 3aBEPILCHNE TUArHOCTUIECKUX MEPOI PUSTHI.

2. cradwiM3anysi COCTOSHUSL M OCHOBHBIX KJIMHHUKO-TA0OPAaTOPHBIX — IOKa3areiel
MATOJIOTUYECKOTO MPOIecca, OTCYTCTBHE HEOOXOJUMOCTH B TPOIOJDKHTEIHHOM MEIUIIMHCKOM
Ha0II0/IeHNH (JHEBHOE WM KPYTI0CyTOYHOE MpeObIBaHKe);

3. BBHINONHEH IUIAaH OOCJIEIOBaHMUS W JICYCHHS NAIMEeHTa, JaHbl PEKOMEHIAIMU 10
JanbHeneMy HaOII0JCHUIO U JIEYCHHUIO.

4. HeoOXOOUMOCTh IepeBoJa TMAalMeHTa B JPYyroe MEIUIHMHCKOE YUPSKIACHHUE WIN
YUIPEKACHUE COLUATBHOTO 00eCIeyeHHUSL.

[Ipumeuanue.
Hywmepanus myHKTOB 1aHa B COOTBETCTBUH C OHUIIMAIBEHBIM TEKCTOM JIOKYMEHTA.

6.2. MpuHUUNbI opraHusaunum MmeaMLUMHCKON NoMoLLuM naumeHtam ¢ MA

IToctanoBka nuarHoza MMA cTaBUT MHOTO BONPOCOB IEpeA POJACTBEHHHMKAMU NAlMEHTa U
nepea creruandcraM, paboTalomMMU C TaKMMH HalUeHTaMH. MHOTOYUCIEHHBIE MPOOJIEMBI,
BO3HUKAIOIIME TpU OOHAPY>KEHWU U Pa3BUTUU 3a00JieBaHUs, TPEOYIOT TPaMOTHOW OpraHu3aliH
rpolecca OKa3aHWs MEIUIMHCKOM NOMOIIM HpPU Y4YaCTUU MYJIbTUAUCIUIIMHAPHON KOMAaHJbI
CIIELMAJIUCTOB U COOJIIOIEHUSI OCHOBHBIX IPUHLIUIIOB U MTOAXO0/I0B K €€ OKa3aHHUIO.

JlaHHble NPUHLUIBL JODKHBI COOMIONAThCSd Ha JIOOOM JTane OKa3aHWs MEIULUHCKOM
MIOMOIIIM, KaK B MOMEHT ITOCTAHOBKH JIMAarHO3a, Tak U Ha JII000M 3Tare HaOII0eHNs alMeHTa.

1. [TarueHT u ero mpeAcTaBUTENH JAODKHBI MTOJIyYaTh MOJHYI0 HH(OpMAIMIO 0 3a00JIeBaHNH,
€ro TEYEHHUH, IaTOr€HE3e, IPOTHO3aX, OCJIOKHEHUAX U METOJaX BO3MOXKHON TepaIuu.

2. Inarno3 MMA nonpazymeBaeT BO3MOXKHOCTb OKa3aHHUs MEPBUYHOM, Cllel[MaTIn3upOBaHHON
Y NAJUTMATUBHOM NMOMOIIM Ha BCEX ATanax 3abosaeBaHusl.

3. Ilpu mocrtaHoBke nuarHoza MMA, cembs JOKHa OBITH HampaBieHa K CIIEHHAIHUCTY,
MMEIOIIEMY ONBIT paboThl ¢ marueHTaMu ¢ MMA, obnagaromiero coppeMeHHol mHpopmarueil o
TEYEHUH 3a00JICBaHMS M BO3MOXKHOCTH y4yacTHs B KIMHMYECKHX HCIBITAaHUSIX (HOBBIX
JICKApCTBEHHBIX MpPENapaToB W/MIM TEXHHUYECKUX YCTpOWcTB). Takke BaXKHBIM SIBIISETCS
NH(OPMUPOBAHUE CEMEN O CYLIECTBYIOIIMX OOLIECTBEHHBIX OpraHU3alusaX, padoTaloIUX C 3TOH
rPpyNION ManueHToB.

4. K HaOmonenuto 3a mnaumeHToM ¢ MMA  nomkHa  OBITh  NpUBIEYEHA
MyJbTUIUCUUIIMHAPHAS KOMaHAa CHEIUaIMCTOB B COCTaBe: Bpaya-leauarpa, Bpada-TepareBTa,
ceMEeHHOro Bpaua, Bpada-T€HETHKa, Bpaya-HEBPOJIOra, Bpaya-AueTosora, Bpaya — TpaBMaToJiora-
opTollea, Bpaya-3HIOKPUHOJIOra/Bpaya — JETCKOr0 3HIAOKPHUHOJIOra, Bpaya-Kapauosora/ppadya —
JIETCKOr0 Kapjuojora, Bpada-odraabmosiora, Bpada — CypJ0Jiora-oTOpUHOJIApUHIONOra, Bpayda-
cTomaToJiora/Bpaya — JETCKOr0 CTOMAaTojora, Bpaya-racTpOdHTEpOJIOra, Bpaya — ajuleprosiora-
UMMYHOJIOTA, Bpada-remarojora/Bpaya — JAEeTCKOro TIemaTojiora, Bpada-IicMXuarpa, Bpada-
peabunuTonOra, MEIUWLUUHCKOTO IIicuxojora, Joromeaa-nedekromora u napyrux. Jpyrue
CIELUAJIUCTHI IOJKHBI TPUBJIEKATHCS 10 MEPE BO3SHUKHOBEHUS ClIelU(PUUECKUX TPOOIIEM.

Kommentapuu: B kpyr o6s3aHHOCTEl Bpaua-reHeTHuKa BXOJIUT 00CiIeI0BaHUE U IOCTaHOBKa
IuarHo3a, MHGOPMUPOBAHUE CEMbH O 3a00J€BaHHMH, COCTaBJIEHUE IJIaHa MHOTOMPOPHUIHLHOTO
HaOmroieHus, HAOMIOJCHWE 3a MAIMEHTOM, OIleHKa IWHAMHKH M CTeleHb NPOrpecCUpOBaHMS
3a00J1eBaHNUs TP PEryJIIPHBIX OCMOTpax, Ha3HAYCHUE TO/IEPKUBATOILEH Teparuu.
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7. OononHutenbHas WHdopmauua (B ToM uyucne ¢akTopbl, BRuAKOWMUE Ha
ucxopn 3aboneBaHnNsA NN COCTOSIHUA)

HpOFHO3 COCTOAHHUA KW YPOBHA IICUXHUYCCKOI'O PA3BHUTHA ITAOUMCHTA 3aBUCUT OT TAKCECTHU
3360HeBaHI/IH, HaJINn4yusi I/IHCYJ'ILTOHOI[O6HLIX COCTOHHHﬁ, BOBJIEUEHHUS B MATOJIOTHMYECKUN nponecc
BHYTPEHHHX OpraHoB (TIOYKH, CEpJle, MOKETyJAo4YHas jKeje3a), a TakKe CpPOKOB Hadaja
CMEeLMATN3MPOBAHHON Tepanmuy M KauecTBa JIEYEHHS, CIIOCOOHOrO MPEAyHNpEeNnuTh MPHUCTYIIbI
MeTa00JIMYECKON JEKOMITEHCALHH.

Kputepumn oueHkn KauecTBa MegULMHCKOW NOMOLLMU

N Kpurepuu xauectsa OneHka BBIIOJIHEHUS
1. BeinosseHo ompeneeHue YPOBHA amuHokucnor  u | JJA/HET
OpPraHUYECKUX KHCJIOT B CBIBOPOTKE KpOBU

(nponmonmnkapautuHa (C3), cBoboanoro kapuutuna (CO0)
(UccnenoBanue ypoBHS CcBOOOAHOrO L-kapHUTHHA MeETOIOM
TaHJAEMHOI Macc-CIeKTPOMETPUU B KPOBHU), TJIMIIMHA B KPOBH;
KOJIMYECTBEHHOT O OIpeeTeHHUs 3-MeTUIMaJIOHOBOH,
METUJITIMMOHHOM, 3-TUAPOKCU-N-BaJIEpUAHOBON KHCIIOT B MOYE
(Kommnexc wuccrnenoBaHuid JJisi JAMATHOCTUKU OPTaHHUYECKUX
aluaypuil)) W TATOJIOTMYECKMX METa0OJMTOB B MOYE
(KommexkcHoe  ompeneneHuUe  COAEpX)AHUS  OPraHHMYECKUX
KUCIOT B Moye, KoMIuiekcHOe ompeeneHrne KOHIEHTPAluu Ha
AMUHOKHCIIOTHI M alWIKAPHUTUHBI B KpoBH, KoMmmiekcHoe
OlpeNnesieHne  KOHIIGHTpAllMM  HAa  aMHUHOKHUCIOTBl U
AlUJIKAPHUTHHBL B  KPOBH METOJIOM TaHJAEMHOW Macc-
CIEKTPOMETPUH) TIPU YCTAHOBJICHUM JAMATHO3a U Jlajiee HE PexXe

1 pa3 B TOI

2. [IpoBenenH MoneKkyIsIpHO-TeHEeTUYeCKHid aHanmu3 pu noctaHoske | JJA/HET
JMarHosa

3. [IpoBenena koHCynbTalMs Bpada-TeHeTHKa nTpu moctaHoBke | JJA/HET
JMarHosa

4. Hasnauena nuerorepanus npu ycranoBiieHHOM quarioze MMA, | JIA/HET
Jlasiee KOHTPOJIb He pexxe 1 paza B rox

5. HasnaueHo nedenue #ieBokapHUTHHOM npu  Hamumuuu | JA/HET
MEIULUHCKUX IT0Ka3aHUI U OTCYTCTBUM ITPOTUBOIIOKA3aAHUM

6. BoimonHensl MeponpusiThs 1o Koppekuuu auerorepanuu u | JA/HET
MIPOBEJCHUIO HHTEHCUBHOW TepanmuM IpU METadOoIM4eCKOM
KpH3e
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CocTtaB pabouen rpynnbi No pa3paboTke U NnepecMoTpy KIMHUYECKUX
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3nopoBoro u 6oipHOro pedenka @I'AY "HanumoHnanbHbli MEAUITMHCKAN UCCIIEOBATEIBCKUMA IICHTP
310poBba neteil”" Munznpasa Poccun, uieH Accouuanuym MEIUIMHCKUX T'€HETUKOB.

bymyeBa Tatesina BnagumupoBna — na.mM.H., PI'AY "HanmonanbHbld MEIUITUHCKHUI
HCCIIeIOBATENILCKUM IIEHTP 30pOBhs AeTel" MunzapaBa Poccun, unen Accoruanui MEIUIIMHCKUX
TE€HETUKOB.

Bamakmanze Hato [I)xymGepoBHa — A.M.H., pyKOBOJIUTENb OTAeNda opdaHHBIX Ooje3Hed u
NpoQHIAaKTUKA WHBAIMAM3UpPYOMUX 3aboneBannii HUW memuatpum M oXpaHbI 3I0POBbS JETEH
Kb PAH mnpodeccop kadenps ¢akylbTeTCKOH NeAMATPUU TeIUaTPUYECKoro ¢akyabTeTa
®I'bOY BO "PHUMY um. H.M. [Tuporosa" Munsapasa Poccun.

BumneBa Enena AnekcaHapoBHa — J.M.H., 3amectutelib pykoogutesnss HUW negunatpun u
oxpanbl 310poBbs aereil LIKb PAH MunoOpHayku mo HayuHoll pabote, npodeccop Kadenpsl
¢dakynpTeTckoi neauatpuu neauarpudeckoro Qaxyinsrera ®I'bBOY BO "PHUMYVY um. H.U.
[Tuporosa" Munzapasa Poccun, unen Coro3a neguatpo Poccun

I'mo6a Okcana BanepreBHa — K.M.H., Bpau-HeBpoJsior ®PI'AY "HanuoHabHBIA METUITMHCKHH
UCCIIeIOBATEIbCKUN LIGHTP 310poBbs AeTell" Munsapasa Poccun, unen Accouuanuu MEIUIUHCKUX
TE€HETUKOB.

HertspeBa AnHa BrnaaumupoBHa — aA.M.H., mpodeccop, Bpad BbICHIEH KaTeropuw,
3aBeayromas ornenoMm nenuatpun, PI'bY "HMUL] akymepcTa, THHEKOIOTMM U MEPUHATOIOIMH
um. Ak. B.W. Kymnakosa"

KypkoBa Hatanbst BauecnaBoBHa — K.M.H., BeAyIIuil HayuHblid coTpyaauk HUN nenuatpun u
oxpanbl 3m0poBbs jaeredt IIKb PAH, unen Coro3a nenuatpoB Poccum, unen Accouuanuu
MEIUIMHCKUX TeHeTUKOB (AMI")

3apyouna Bepa BrnaguMupoBHa — Bpad-T€HETHK MEIUKO-TEHETHYECKOro OTAeNeHUs
Mopo3zosckoii JII'Kb JI3M

3axapoBa Exkarepumna HOpseBHa — a.M.H., 3aBeAyromias J1a0opaTOpHEl HacIeICTBEHHBIX
Oonesneit oomena ®PI'BHY "Menuko-reHeTndecknii HaydyHBId LEHTp uM. akaaemuka H.II.
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Bboukosa", unen Poccuiickoro obmecTBa MEIUIMHCKAX T€HETUKOB, YJIEH €BPOIMEHCKOro o0IIecTBa
10 U3YYCHHIO HACIEICTBEHHBIX Oose3Hell oomena BemectB (SSIEM).

Kperos Buagumup BiagumupoBud — Bpau-peaHMMATONIOr OTACJIECHHsS pEaHHMAlUud |
nHteHcuBHOW Tepanun PI'AY "HanuonanbHbli MEAMUMHCKUNA HMCCIEAOBATEIBCKUN LEHTP
310poBba nereil”" Munznpasa Poccun.

Ky3senkosa Jlroqmuiia MuxaiioBHa — J.M.H., HAa4aJIbHUK LIEHTPA JETCKON NCUXOHEBPOJIOTHH,
3aBeNyIOINIasl OTACICHUEM TICMXOHEBPOJOTMM M TicMXocomatudeckor martosorun DOIAY
"HarmoHanpHBIN MEIUITMHCKUN HCCIIEIOBATEILCKUIM IIEHTP 310pOBbs AeTei" MunsapaBa Poccuu,
yjieH ACCOlMaIMU MEIUIMHCKAX T€HETUKOB.

Kynes Cepreit HWBanoBuu — wi.-kopp. PAH, n.m.H., nupexkrop PI'BHY "Menuko-
FeHEeTUYEeCKUH HayuHbld I1eHTp uM. axkagemuka H.II. boukoa", Ilpe3uaeHT Accomuanuu
MEIUIIMHCKUX TeHeTHKOB (AMI).

JlapoBa Amna EBreHbeBHa — [.M.H., TJIaBHBIM Hay4HbId COTPYJHMK, Bpad BBICIIEH
KBaTM(PUKALMOHHON  Kareropun 1o cneuuansHocTd  "l[legmatpus", 3aBeayroomas 2-M
neguatpuyeckum otaenenueM, ®I'bOY BO "[IpuBoKCKUNA HCCIENOBATENBCKUN MEAUIIMHCKUN
yHuBepcutetr" M3 PO

Mapruea Tea BamukoeBHa — K.M.H., TJIaBHBIM CIENUaTUCT METOIMYECKOro IIEHTpa
akkpenuranuu crnenramcrop PI'AOY BO "llepssiit MI'MVY um. .M. CeuenoBa" Mun3npasa
Poccun (CeuenoBckuit YHuBepcurer), Bpad-Hedposor, wied Coro3a neguatpos Poccun

MuxaiinoBa Ceernana BurtanbeBHa — A.M.H., 3aBenytomas otaeneHueM @I'BY "Poccuiickas
Herckas Kimanueckas bonpaumna" M3 PO.

Hazapenko Jlronmuia [TaBinoBHa — npodeccop, J1.M.H., 3aMECTUTEIb TUPEKTOPA 0 HAYYHOU U
nedeOHOi paboTe, PYKOBOIUTENb JIA0OPAaTOPHHU HacleACTBeHHOH marojorun HUW menunuHckon
renetuku, Tomckoro HUMIIL PAH, diien Accomuanuy MEIUITMHCKUX TeHETUKOB (AMI).

HawmazoBa-bapanosa Jleiina CeiimypoBHa — akan. PAH, mpodeccop, a.M.H., npesuaeHt Coro3a
neauatpoB Poccun; macr-npesunent EPA/UNEPSA; pykoBoautrens HUM nenuaTpun M oXpaHbl
3nopoBbs nereit LIKb PAH, 3aBenyromast kadgenpoit ¢pakyibTeTCKON MeANaTPHH MEeAHATPHIECKOTO
¢dakynerera ®I'bOY BO "PHUMY wum. H.M. IluporoBa" MunsnpaBa Poccuu, riaBHBII
BHEIITATHBIA IETCKHUI CIICIIMAIMCT 110 poduIaKTHYecKol Meauiinae MuHn3apaBa Poccun

Huxonaea Exarepuna AmekcaHIpOBHAa — [.M.H., PYKOBOJHUTENb OTHAENA KIWMHUYECKOU
renetukn OCII "HayuHo-uccnenoBaTeNbCKUN KIMHUYECKUM MHCTUTYT MEAHMATPUU HMEHH
akagemuka lO.E. Benptumesa" ®I'AOY BO PHUMY umenn H.U. Iluporosa, unen Poccuiickoro
o0IIecTBa MEIUIIMHCKUX T€HETUKOB, YJIeH ACCOITUAIIUN MEUITTHCKIX TCHETHKOB

IlesatnukoBa Haramea JleoHMpoBHa — Bpad-HEBPOJIOT, 3aBEAYIOLIUN  OTHEICHHUEM,
Mopozosckas AI'’Kb JI3M

[TymkoB Anekcanap AjekceeBUY — K.M.H., BEAyIIMH Hay4yHBIH COTPYAHMK J1abopaTOpUHU
MOJICKYJIIPHOM TEeHETMKM U MeauuuHcKoW reHomuku DI'AY "HauvoHanbHBIM MEIMIIMHCKUN
UCCIIeIOBATEIbCKUM LIEHTP 310poBbs AeTell" Munsapasa Poccun, uinen Acconuanuyu MEIULUHCKUX
TE€HETUKOB.

Penuna Csernana AdanacbeBHa — K.M.H., Bpau-reHetuk ®I'BHY "Menuko-renernueckuit
HayuyHbld neHTp uM. akajgemuka H.II. boukoBa", unen Poccuiickoro oOmecTBa MEIMIIMHCKUX
TE€HETUKOB, WIEH ACCOLMAalMY MEIUIMHCKUX T€HETUKOB.

CaBoctbsiHOB Kupunn BukropoBuu — na.0.H., HadaneHuK lLleHTpa ¢QyHIaMEeHTaIbHBIX
uccinenoBannii B neauatpun OI'AY "HanuoHanbHbId MEIUIIMHCKHI HMCCIEIOBATEIbLCKUN IIEHTP
310poBbA eteit”" Munznpasa Poccuu, uieH Acconyaniuy MEIUIIMHCKUX I'eHETUKOB.

CenumssiHoBa Jlmus PobepToBHA — K.M.H., Beayumii HayuHslil coTpynuuk HUW nenunatpun
u oxpansl 310poBba geteit LIKb PAH MunucrepcTBa Hayku U BbIciiero oopasoBanus Poccuiickoit
®denepanuu, AOIEHT Kadeapsl neauatpuu u aerckoil pesmartosiorun GI'AOY "[lepsriii MI'MY
uM. .M. CeuenoBa" MunzapaBa Poccun (CedeHOBCKHII YHHBEPCHUTET), IOIEHT Kadenpsl
¢baxkynpTeTcKOi menuarpun mneauarpuyeckoro ¢akynsrera ®I'bBOY BO "PHUMY um. H.J.
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[Tuporosa" Munzapasa Poccun, unen Coro3a neguatpoB Poccun

CmupHoBa Ogmbra SkoBiieBHa — Bpay-T€HETHK, CTaplidid Hay4YHbId COTPYIHUK OTIENa
CTAHJAPTU3ALMM W H3Y4YEHUS OCHOB JoKazartenpHOM MeauuuuHel HUW nenmatpun u oxpaHsl
3nopoBbst nereit LIKb PAH MunucrepctBa Hayku U Bblcliero oOpasoBanus Poccuiickoit
®enepanuu, wieH Coro3a neauatpoB Poccun, uineH Accouuanuym MEJUIMHCKUX T€HETUKOB

CrpokoBa Tartesina BuktopoBHa — n.M.H., mpodeccop PAH, 3aBemyromas otnencHuem
MeANaTpUYecKol racTposHTeposioruu, remarojgorud u aueronorun Knunmku OI'BYH "OUILL
MUTaHUS U OMOTEXHONOrun"

CyxanoBa Hatemna BaxtanroBHa — PykoBoauTenb aHUPUAMMHOIO LEHTPA, HAYYHBINA
corpyauuk HUUW menmatpum u oxpansl 310poBbs aereir [IKb PAH, Bpau odrampmorior, dieH
accoruanuu nerckux opranpmonoroB Poccuiickoit @eneparuu, dien Corwo3a neauatpoB Poccun

Tenaes Pycram @apunoBud — A.M.H., 3aBEAYIOIIUNA OTACICHUEM PEAHUMAUA U UHTEHCUBHOU
tepanun OI'AY "HanumoHanbHbIE MEIUIIMHCKHUI HMCCIEIOBATEIbCKUM LIEHTP 340pOBbsA JeTen"
Munsapasa Poccun, npodeccop kadeapsl nequatpuu u gerckor pesmatonaorud ®I'AOY "Ilepsbiit
MI'MY um. .M. CeuenoBa" Munsnpasa Poccun (CedyeHOBCKHIT YHUBEPCUTET)

ducenko Anaperr IlerpoBuu — a.M.H., mpodeccop, 3acmykeHHbIi Bpad Poccuiickoit
Oenepanun, aupektop DPI'AY "HaumoHanbHBIM MEIMIIMHCKUN HCCIIENOBATEIbCKUI IEHTP
310poBbs nerer’ Munsapasa Pocecun

[TpencraBuTenu 0OLUIECTBEHHBIX NALMEHTCKUX OpraHU3aluii:

ITorocsn Hemmu CepreeBHa — mnpencraButens Bcepoccuiickoro obmiectBa opgaHHBIX
3a0oneBaHui

ABTOpBI TMOATBEP)KIAIOT OTCYTCTBHE (DUHAHCOBOH MOMJICPKKH/KOH(IMKTA HWHTEPECOB,
KOTOPBII HE00X0IMMO 00HAPOI0BATH.

[Ipunoxenune A2
MeTtoponorusa pa3paboTku KNMHUYECKUX peKoMeHaauumn

Hacrosimme  pexoMeHmamuu — TpeIHa3HA4YeHBbl  JJI8  TPUMEHEHUS  MEIUIIMHCKUMH
OpPraHu3alMsIMH U YIPSKIACHUIMU (eaepalibHbIX, TEPPUTOPUAILHBIX U MYHHUIIMIAIBHBIX OPraHOB
YIOPaBIICHUS 3/IPaBOOXPAaHEHUEM, CHCTEM O0053aTeIbHOTO U J00POBOJBHOTO MEIUIIMHCKOTO
CTpaxoOBaHUs, JPYTUMU MEIULIMHCKUMHU OPraHU3aLUSIMH PA3IAYHBIX OPraHU3AIMOHHO-TIPABOBBIX
(hopM e TeNTbHOCTH, HAPABIEHHON HA OKa3aHHWE MEIULIMHCKOM MOMOIIIH.

Hacrosime pekoMeHIanuy YCTaHABJIMBAIOT BHABL, O0BEM W HMHAMKATOPHl KayecTBa
MEIUIIMHCKON MTOMOIIM MAlMEHTaM IPU METUIMAJIOHOBOM allueMuH.

KimuHnueckne pekoMeHaaluu co3laHbl Ha OCHOBaHMM 0030pa jymTepatypbl 1990-2020 rr.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, Orphanet u
OMIM, a Taxxke MexayHapOJHBIX KIMHUYECKUX PEKOMEHIAIUU IO JUArHOCTUKE, JICYECHUI0 U
BEJICHUIO OOJIBHBIX C META0OIMYECKUMU OOJIE3HIMH.

boumm  ucnonp30BaHBl  HMHTEPHET-AAHHBIE, TPEACTABICHHBIE HA MEXKIYHapOJHBIX W
HallMOHAJIPHBIX CaiiTax oOIIecTB peakux Oose3Held W OOIIECTBEHHBIX opraHuzanuii. [yOuHa
IOMCKA COCTaBJIsIA S JIET.

Ornenka ypoBHSI yOAMTENbHOCTH PEKOMEHIAIMIA U YPOBHS JTOCTOBEPHOCTU JOKA3aTEIbCTB
MPUMEHEHUSI MEIUIIMHCKUX TEXHOJIOTUH MPOBOJAMIACH B COOTBETCTBUU C YHH(MUIIUPOBAHHON
HIKaJoi, mpuBeAeHHOoM B Tabnunax 1-3.
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LleneBas ayanTopus AaHHbIX KITMHNYeCKUX peKomeHAauMﬁ:

- Bpauu-neguatpsi;

- Bpauu o0IMIel NpaKTUKH (CEMEHHBIC BpaiH ),

- Bpa4uH-TepareBThI;

- Bpauu-TCHETHKHU;

- Bpauu-IUETOJIOTH;

- Bpauyu-TaCTPOIHTEPOJIOTH;

- Bpauu — aJlJIeproJiori-uMMYHOJIOTH;

- Bpayu — TPaBMAaTOJIOTU-OPTOMNEAbL;

- Bpa4H-dHJI0KPUHOJIIOTH/BPadH — IETCKHAE YHIOKPHHOJIOTH;
- Bpauyu-HEBPOJIOTH,

- Bpayu-TICUXUATPHI;

- BpauM-KapAHOJIOTH/IeTCKHUEe KapIhOJIOTH;

- Bpayu-CTOMATOJIOTH/Bpayu — IETCKHE CTOMATOJIOTH;
- Bpauu — aHECTE3MOJIOTH-PEAHUMATOJIOTH;

- Bpauyu-HEOHATOJIOTH;

- Bpaun-Hedpoory;

- BpauM-ypoJIOTH/Bpadyyl — AETCKHE YPOIOTH-aHIPOJIOTH;
- Bpauu J1a00paTOpHON FeHETUKH;

- MEUITMHCKHUE TICUXOJIOTH;

- neexrooru;

- CTyAeHTbl MeauuuHcKuX BY30B;

- oOyuaromuyecs B OpIMHATYPE;

- oOyuaroiyecs B aClIMpaHType.

Ta6bnuua 1. LLlkana oueHKM ypoBHen 4OCTOBEPHOCTU Aoka3aTtenbceTs (YOLO) ans
MeTOA0B AMArHOCTUKMU (AMAarHOCTUYEeCKMX BMELLaTeNnbCTB)

YA

Pactmudposka

1

CucremaTtnueckue 0030pbl MCCIEIOBAHUN C KOHTPOJIEM pedepeHCHBIM METOJOM WU
CHCTEMAaTH4YeCKHii 0030p PaHIOMH3UPOBAHHBIX KIMHUYECKUX HCCICJOBAaHUU ¢
NPUMECHEHUEM METaaHajn3a

OTtnenbHbIE HMCCIENOBAaHUS C KOHTPOJIEM pEePEpPEeHCHBIM METOAOM WM OTAENIbHBIE
paHIOMHU3UPOBAHHbIE KJIMHUYECKHUE MCCIEAOBAHMS U  CHUCTEMaTHYecKue 0030pbl
YccIeI0BaHUH JII0OOro nu3aiiHa, 3a MCKIOYEHUEM DPaHIOMH3MPOBAHHBIX KIMHUYECKHX
UCCIIEIOBAHUMN, C IPUMEHEHUEM METaaHaIn3a

HccnenoBanus oe3 MMOCJICAOBATCIIbHOIO KOHTPOJIA pe(i)epeHCHI)IM MCTOAOM HJIM
HCCJICAOBAHHUA C pe(bepeHCHI)IM METOAOM, HC ABMIOINIMMCA HE3aBHCHMBIM  OT
HcciaeayeMoro METoJia MjiM HCEPAHAOMH3UWPOBAHHBLIC CPABHUTCIBbHBIC HCCIICOBAHUA, B
TOM YHCJIC KOTOPTHBIC UCCICAOBAHUA

HeCpaBHI/ITeJII)HLIC HCCICA0BAaHMs, OITMCAHUC KIMHUYCCKOro ciy4das

Hmeercs numb 000CHOBaHUE MEXaHU3Ma HCﬁCTBHH HJIM MHCHHEC SKCIICPTOB

Ta6nuua 2. LLikana oueHKn ypoBHen AOCTOBEpPHOCTU AoKa3aTtenbcTs (YOO) ansa
MeToAOB nNpPO(UNaKTUKN, nevyeHMA U peabunutaumm (npocunakTMyeckux,
neyvyeoGHbIX, peabUNUTaLMOHHbIX BMeLLaTeNbCTB)

| VAL |

Pactmudposka
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1 Cucrematnueckui 0030p PKU ¢ npumenennem MeraaHanmsa

Otnensubie PKU u cuctematmdeckue 0030pbl HCCIEIOBaHUN JIOOOTO au3aifHa, 3a
nckmouenneM PKU, ¢ npumenennemM MeraaHanmsa

3 HepaHIIOMI/ISI/IPOBaHHI)IC CPaBHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HecpaBuurtenbHble nccaenoBaHus, ONUCAHNUE KIIMHUYECKOT O CIIydasl MJIM CEPUM CIy4yaeB,
uccienoBaHus "ciryyail-KOHTPOIIb"

3) Nmeercst mums 000CHOBaHHME MeXaHW3Ma JCHCTBHUS BMEIIATENHCTBA (IOKIMHHYECKUE
UCCJIeIOBAHNUS) UM MHEHHUE IKCIIEPTOB

Ta6nuua 3. WLkana oueHkn ypoBHen ybeauTenbHocTun pekomeHgauun (YYP)
Ans  MeToAOB nNpodUNaKTUKKM, AWArHOCTUKW, NeYeHuss U peabunurtauum

(npodmnakTnyeckux, AWarHoCTUYeCKUX, ne4vyeoHbIX, peabunuTaunoHHbIX
BMeLlaTenbCTB)

YVYP Pacmmudposka

A CunbHas pekomeHaanus (Bce paccMaTpuBaeMblie KpuUTepuH S(PPEeKTUBHOCTH (MCXOIIbI)

SIBIIIIOTCS Ba)XKHBIMU, BCE HCCIEIOBAaHUS HMMEIOT BBICOKOE WM YIOBJIETBOPUTEIHHOE
METOAOJIOTUYECKOE KadeCTBO, MX BBIBOABI MO HHTEPECYIOIIUM HCXOJaM SBISIOTCS
COTJIACOBAHHBIMH )

B VYcnoBHass pekoMmeHAanus (HE Bce paccMaTpuBaemble KpuTepuu 3(h(PeKTUBHOCTH
(ucxompl) ABJSIOTCS BaXXHbIMHM, HE BCE HCCIEAOBAHUS HMEIOT BBICOKOE WIIH
yIIOBJETBOPUTEIBLHOE  METOAOJOIMYECKOe  KayeCcTBO WM/MJIM  MX  BBIBOABI IO
UHTEPECYIOIIUM UCX0/]aM HE SIBJIIOTCS COTJIACOBAHHBIMM)

C Cnabast pexkoMeHmanusi (OTCYTCTBHE JOKA3aTElbCTB HaJISKAIIEro KadecTtBa (Bce
paccmaTpuBaemMbie KpuTepuu 3(PHEKTUBHOCTH (MCXOIBI) SIBJISIOTCS HEBAXXHBIMH, BCE
WCCJIENOBAaHUSI HMMEIOT HH3KOE METOJOJIOTHYECKOe KAa4yeCTBO W WX BBIBOJBI TIO
UHTEPECYIOINM UCXOIaM HE SBISIOTCS COTIaCOBAHHBIMU)

Mopsaaok 0OGHOBMNEHUA KNMMHUYECKUX peKoMeHaauumn

Mexanusm OOHOBJICHUS KJIMHAYECKUX peKoMeHJanun npeaycMaTpuBacT HX
CUCTCMATUYCCKYHO aKTyaJIM3allUI0 — HE PCKE YE€M OJUWH pa3 B TpU roAa, a TAKXKC IIPU MOSABJICHUU
HOBBIX HAaHHBIX C IIO3UIIUU I[OKa?;aTCJIBHOﬁ MCOUIINHBI 110 BonpocaM JAUAarHOCTUKH, JICHCHUA,
HpO(i)I/IJ'IaKTI/IKI/I n pea6I/IJ'II/ITaL[I/II/I KOHKPCETHBIX 3360J’IeBaHHfI, HaJIMYUUn O6OCHOB8.HHI>IX
JIOTIOJTHEHM/3aMeuaHmii K paHee yTBepxkaeHHbIM KP, Ho He wamie 1 pa3a B 6 MecsIies.

[Tpunoxenue A3

CnpaBquble MaTepuanbl, BKno4Yasa cooTBeTCTBUE noKasaHuu K npuMeHeHuto un
ﬂpOTMBOﬂOKa3aHMﬁ, cnoco6oB npunMeHeHUsa N 403 NNeKapCTBeHHbIX npenapaTtos,
MHCTPYKUMUN NO NPUMEHEeHUIO JNIeKapCTBeHHOro npenaparta

1. Ilpuxa3 Munsapascoupazsutus PO N 185 or 22.03.2006 roma "O wMaccoBoM
00cIIeJOBaHUM HOBOPOKIEHHBIX JIeTel Ha HacJeICTBEHHbIe 3a00eBanus",

2. [Ipuka3z MuHucTepcTBa 31paBOOXpaHEHus U colfuaabHoro pazsutus PO or 16 anpens 2012
r. N 3661 "O0 yrBepxxknenuu [lopsinka oka3aHus neanaTpuyeckoi momomu"

3. Ilpuka3 MunucrepctBa 3apaBooxpaHeHuss PO "OO yrtBepxkaenuun Ilopsinka okasaHus
MEIUITUHCKON MTOMOIIH OOJIbHBIM C BPOXKIEHHBIMH U (WJIM) HACJIEICTBEHHBIMU 3a00IeBaHUSMH" OT
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15 Hos10pst 2012 1. N 917H

4. TlocranoBienue IlpaButenscrBa Poccuiickoit denepannu ot 9 ampens 2015 roma N 333
"O6 yrBepxkaeauu [IpaBuin hopMupoOBaHUS MTEPEUHS CICHHAIM3MPOBAHHBIX MPOYKTOB JI€4eOHOTO
HUATAHUS OJI9 JeTeH -HHBATIUI0B"

5. Ilpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepannu ot 14 suBaps 2019 r. N
4 "OO yTBepXKICHHH MOpsIKAa Ha3HAUYEHHUS JIEKApCTBEHHBIX IpernapatoB, (GOpM pelenTypHbBIX
ONIaHKOB Ha JIEKapCTBEHHBIE MperapaTsl, mopsiaka oQopMIIeHUsT YKa3aHHBIX OJIAHKOB, UX y4eTa U
XpaHeHus"

6. Pacnopspxenue IlpaButensctBa PD ot 31 mekabps 2018 r. N 3053-p "O6 yrBepkaeHUn
nepeyHel MEIUIMHCKUX W3ACNui, MMIUIAHTHPYEMBIX B OpraHH3M 4elloBeKa IpU OKa3aHHUU
MEIMIIMHCKON MOMOIIM B paMKaX MPOrpaMMbl TOCY/IapCTBEHHBIX TapaHTHI OECIIaTHOIO OKa3aHHs
rpakJjaHaM MEIULUHCKOW MOMOIIY M OTHYCKAaeMbIX IO pelenTaM Ha MEAULUHCKUE U3JETUs TpU
IIpeOCTaBIEHNH Habopa COLUaIbHbIX yCIyr"

7. MexxnyHaposaHas kinaccudukanus 6oae3Hel, TpaBM U COCTOSIHU, BIMSAIOIINMX Ha 310POBbE
(MKB-10);

8. Ilpukaz M3 P® ot 20 nmexabps 2012 r. N 1183n "OO yTBEpKIEHUH HOMEHKJIATYPHI
JODKHOCTEH MEIUIIMHCKUX PaOOTHUKOB U (hapMarieBTUY eCKUX paOOTHUKOB".

9. Ilpuxka3z M3 P® ot 23 urong 2010 r. N 541H. Enunsiii kBau(uKaMOHHBIA CIPaBOYHUK
JIOJDKHOCTEW  PYKOBOAWTENEH, CIELUaIMCTOB M clyXKaummX, pasfen KsamugukanuoHHbIe
XapaKTEPUCTUKU TOJDKHOCTEH paOOTHUKOB B cepe 31paBOOXPaHEHHUS.

10. denepanbubiii 3akoH OT 25.12.2018 N 489 489-03 "O BHeceHUU U3MEHEHUM B cTaThio 40
®denepanpHOro 3akona "O0 00s13aTeIbHOM MEAMITMHCKOM cTpaxoBaHuH B Poccuiickoit deneparnun"
n @enepanbublii 3akoH "OO0 OCHOBaX OXpaHbl 370pOBbs TpaxaaH B Poccuiickoit denepanuu" mo
BOIIPOCAaM KJIIMHMYECKUX PEKOMEHann'".

11. Tlpukaz MunzgpaBa Poccun N 1031 ot 28.02.2019 r. "O6 yTBepKAeHUM TOpAIKA U
CPOKOB pa3pabOTKU KIMHUYECKUX PEKOMEHJAIUH, UX IepecMoTpa, TUIIOBONH (OPMBI KIMHUUYECKUX
peKoMeHIaui U TpeOOBaHUI K X CTPYKType, COCTaBY U Hay4yHOW 00OCHOBAHHOCTH, BKIIFOYaEMOU
B KIIMHUYECKHE PEKOMEH AU HHpopMau'.

12. TIpuka3 Munzapasa Poccun ot 13.10.2017 N 8041 "OO yTBepKIeHUHM HOMEHKIATYPHI
MEJIUIIMHCKUX yCIIyT".

13. ITpuka3 MuHucrepcTBa Tpyaa U counanbHoi 3amutel PO ot 27 aBrycrta 2019 r. n 585H
"O knaccuuKanMsAX U KPUTEPHUSIX, HMCIOJIb3YEMBbIX MpPHU OCYIIECTBIEHUU MEIUKO-COIUATbHON
9KCHEPTU3bl IpaxaaH (eaepalbHbIMU IOCYAAPCTBEHHBIMU YUPEXKIECHUSAMU MEAMKO-COLUAIbHON
JKCIepTU3nl";

14. Ilpuka3 MuHucrepcTBa 31paBOOXpaHEHMs] U COLMAIBHOrO pa3BUTHUS Poccuiickoi
@enepauun "O mnopsake NPUMEHEHHs JIEKAPCTBEHHBIX CPEICTB Yy OOJIBHBIX 10 >KM3HEHHBIM
nokazanusiM" ot 9 aBrycra 2005 r. N 494

15. MWndopmanmonnoe mnucbMo Mun3apaBa Poccum 10  BO3MOXKHOCTH — 3aKYIKH
JIEKapCTBEHHOI' O npenapara o TOProBOMY HaWMEHOBaHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. Ilepeuenp crienMamM3upOBAHHBIX MPOAYKTOB JE€UEOHOr0 MUTAHUS JJI JI€TeH -MHBAIUI0B
Ha 2020 rox, Pacopspkenue IIpaButenbctBa Poccuiickoit @enepanuu ot 11 nexadps 2019 roma N
2984-p

HNHudopmarus o iekapcTBEHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OCHOBHble  HOPMATUBHO-NpPaBOBbI€  aKThbl, perynupylowme  oKasaHue
nannMaTMuBHOWU MeAULIMHCKOW NOMOLLM

1. ®enepanbubiii 3akoH "O BHeceHuu u3MeHeHHid B DenepanbHblii 3akoH "OO oOcHOBax
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OXpaHbl 370poBbs TpaxzaaH B Poccuiickoii denepanuu" no BompocaM OKa3aHUs MNaJJIMATUBHOMN
meaunuackon nomomu" ot 06.03.2019 N 18-P3.

2. Ilpuka3z MunsnpaBa Poccun N 3451, Muntpyna Poccum ot 31.05.2019 N 372 "O6
YTBEP)KJICHUM TIOJIOKEHUSI 00 OpraHW3allMy OKa3aHUs MaJJIMATHBHOM MEIMIIMHCKON MOMOIIH,
BKJIFOYAsT TIOPSAJOK B3aUMOJACUCTBUS MEIUIIMHCKUX OpraHu3aluid, OpraHu3alHil COIUAIBHOTO
o0CIy)XMBaHUSI M OOINECTBEHHBIX OOBEAMHEHUN, WHBIX HEKOMMEpPYECKHUX OpraHu3aIui,
OCYIIECTBJISIONIMX CBOIO JIESITENFHOCTh B c(hepe OXpaHbl 3[0POBBS".

3. Ilpuka3z MunznpaBa Poccun N 348u ot 31 mas 2019 roma "OO yTBepkA€HUU TEPEUHS
MEIUIIMHCKUX W3JIENUH, TpeIHa3HAYCHHBIX IS TMOJJACPKAaHUS OPraHOB W CHUCTEM OpraHu3Ma
YyeJnoBeKa, MPe0CTaBISIEMbIX JIJIA UCIOJIb30BaHUS Ha JOMY .

4. Ilpukaz Munzapaa Poccuun N 505H ot 10 urons 2019 roga "O6 yrBepxkaeauu I[lopsaka
nepenayd  OT MEIMIMHCKOM OpraHu3aldd MalueHTy (ero 3aKOHHOMY MPEICTaBUTEINIO)
MEIWIIMHCKUX W3ICIUH, TMpeNHAa3HAUYEHHBIX JUIS TOAJEpKaHWs (QYHKIHA OpPraHOB M CHCTEM
OpraHu3Ma 4YeJioBeKa, JIJIsS MCIOJb30BaHUS HA JIOMY IPU OKa3aHUM MAJUTMATUBHON MEIUIIMHCKOM
nomMoIu".

5. Ilpukaz M3 P® N 831 or 3 oktab6ps 2019 roga "OO yTBEpKIEHHWH BEIOMCTBEHHOMN
LeNeBOU nmporpaMMbl "Pa3BuTHeE CUCTEMBI OKAa3aHUS NAUIMATUBHON MEAUIIMHCKON oMomu".

ITpunoxenune A3.1

Cxema meTabonunyeckux npoueccoB npu MeTUIIMaNioHOBOM aunaeMmmn

MzonenymH,
PaLuoH GonbHOro > "TA;;::::“'
:

HUMPHbIE KMCNOThI € HEYETHLIM YMcnom C-aTomos

36bIToK MHMK
1 2
MponnoHun-KoA —H—> L-meTunmanoHun-KoA —D—’ CyruymHun-KoA |
1 . '
] ‘\
' Mponnosun-KoA " MeTunmanoHun-
: KapGokcunaza \, oA-apyrase
'
|} ‘\
[ ' LlHKﬂ
| . 1 Aneroaun-
; N, koBanamuH Kpetca
i %
i :
L 2 b
MponuoHoBas wicnoTa | MeTunmanoHosas kucnora |
L-kapHUTUH

Mp ONMOHNN-KEPHUTHH

3KCKpeuna ¢ MOYOI
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MeTtabonuveckue OJIOKH BBIAEICHBI TOayObM 1BETOM (1-mporuoHoBast, 2-METHIMAJIOHOBAs
aIuaeMusl ), MaTOJOTHYECKUE METa0O0JIUTHI BBIJICIICHBI IBOWHON PaMKOIA.
[Ipunoxenue A3.2

Hopwmbl husnonornyeckomn NnoTpebHOCTU B OCHOBHbLIX NULLEBbIX BellecTBaxX U
3Hepruu gns 300pOBbLIX AeTen

Ta6bnuua 1 CpeaHecyTOYHble HOPMbI MOTPEOHOCTEM B OCHOBHbLIX MNULLEBbIX
BelwecTBax U 3Heprum Ana aeTen nepBoro roaa XuU3Hu (Ha Kr Macchbl Tena)

Bospacr (mec.) DHeprus benox Kupsr VYrieBossl
KKaJj/ KT /KT T/KT T/KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 55 13

Tabnuua 2 Hopwmbl dm3nonornyeckom NOTPEOGHOCTU B OCHOBHbLIX MULLEBbIX
Bel,ecTBaxX U 3Heprum AnA 3QopoBbIX AeTen cTaplue roga <*>

Bospacr OHeprus kkasn | benok, r/cytku | JKupsl, 1/cyTKu YrieBosl,
I/CYTKH

ot 1 roma 1o 2 ner 1200 36 40 174
oT 2 jeT 10 3 neT 1400 42 47 203
ot 3 1o 7 ner 1800 54 60 261
or 7 no 11 mer 2100 63 70 305
or 11 gmo 14 1ner|2500 75 83 363
MaJIbYMKN

ot 11 no 14 ner aepouxku |2300 69 77 334
or 14 no 18 et rorommm | 2900 87 97 421
ot 14 o 18 net neBymxu | 2500 76 83 363

<*> Jlns pgered ¢ METHWIMAJIOHOBOW anuaypued cTapiie roja mnorpebiieHue Oenka Imo
CpPaBHEHHIO C yKa3aHHbIMU B TaOmuue ymeHbmiaercs Ha 10-25% B 3aBucuMOCTH OT (HOPMBI
3a00JIeBaHUs, TSHKECTU COCTOSHUS U HYTPUTUBHOIO CTaTyca PeOCHKA.
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[Tpunoxenue A3.3.

MoTpe6GHOCTL B METUOHMHE, TPEOHUHE, BarnunHe, U3onenumHe y NaLuueHToB C

MeTUNMasrioHOBOM aumaeMmen B 3aBUCMMOCTU OT Bo3pacTa

Tabnuua 1. OpneHTUPOBOYHAA NOTPEOHOCTL B METUOHMNHE, TPEOHUHEe, BariuHe,
usosnievumHe y 605bHbIX METUNIMarioHOBOW auuaypven B 3aBUCUMOCTM OT Bo3pacTa

BospacT 601bHBIX CyTrouHas mOTpeOHOCTh B aMUHOKHUCIIOTaX
N3onennun MetnonuH Tpeonun Banun

JIeTU TPYIHOIO 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
9-12 mec 40-80 10-30 20-40 30-60
JIETU cTapiie MT/JICHb
1 roga
1-4 rona 485-735 180-390 415-600 550-830
4-7 ner 630-960 255-510 540-780 720-1080
7-11 ner 715-1090 290-580 610-885 815-1225

Tabnuua 2. CneumManuanpoBaHHble NPOAYKTbl HA OCHOBE aMMHOKUCNOT 6e3
MeTMOHMHA, TPEeOHUHA, BanuHa, nsonenuymHa (B 100 r cyxom cmecm)

HaumenoBanue npoaykra

benok
(kB.) T

Kup, r

VYrieBossl,
r

DHepreTuyeck
ast IICHHOCTb,
KKaJl

Bo3spact
IIPUMCHCHH A

XMTVI Anamix infant
Cnenuanu3upoBaHHbIN
MPOJYKT JIETCKOTO
TUETHYECKOT O J1e4e0HOro
MUATAHUS VISl JAETEW IEPBOro
roma xm3HU oTr 0 mo 12
MECSILICB B KaueCTBE
OCHOBHOI'O IIMTaHHI H B
KauyeCcTBE JIOMOJHHTEILHOIO
MMUTaHUS I JeTed 10 3 JIeT
"MMA/PA AHaMUKC
Wupant"****

13,1

23

49,8

469

or 0 mo 1
roma

XMTVI Maxamaid
Cnennann3upoBaHHbIN
MPOIYKT JIETCKOTO
JIUETUYECKOT O J1e4e0HOro
nuTaHus gereii ¢ 1 roga mo 8
JIeT c PO OHOBOM
anaeMuei 15001071

25

<05

51

309

crapiie 1
rojaa
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METHJIMAJIOHOBOHI aluaeMuen
"XMTVI Makcameiig"
("XMTVI Maxamaid")****

XMTVI Maxamum 39 <05 34 297 cTapie
Cnenuanu3upoBaHHbBIN roga
MPOAYKT JIETCKOTO

JIUETUYECKOT O JIe4e0HOr0

MUATAHUS IS JeTel crapiie 8

JeT c penkon

HacJICACTBEHHOU

SH3UMOIIATUEH, TPOIUOHOBOU

arnuaeMuci WIn

METHJIMAJIOHOBOM

alnuaeMueit, "XMTVI

Makcamym" ("XMTVI

Maxamum'")****

"HyTtpuren 14 14 23 50,5 471 or 0 1o
-tre, -met, -val, -ile" rojaa
Cnenuanu3upoBaHHbIN

IPOAYKT Ccyxon TS

JHETUYECKOI O J1Ie4eOHOro

MUTAHUS JETEH MepBOro roaa

JKHM3HH, OOJIBHBIX

MPONKOHOBOM u

METHJIMAJIOHOBOM

anunemuert, "Hytpuren 14 -

ile, -met, -thr, -val"****

"Hytpuren 20 20 18 50,4 444 cTapiie
-tre, -met, -val, -ile" roja
Cnenuanu3upoBaHHbIN

NPOAYKT cyxou InE

JIUETUYECKOr O J1e4e0HOro

NATAaHUS  JIeTeil crapuie

OJIHOT'O roja, OOIBHBIX

MPONHOHOBOM 51

METHUJIMAJIOH OBOM

auuaemueit, "Hyrtpuren 20 -

ile, -met, -thr, -val"****

"HyTtpuren 40 40 13 31,6 403 cTapie
-tre, -met, -val, -ile" rojaa

Cnennann3upoBaHHbIN
MPOJYKT cyxou pIfI:
IUETUYECKOT O J1e4e0HOro
UTAaHUA neren crapiie
OIHOTO roja, OOJBHBIX
IIPOIIMOHOBOU u
METHJIMAJIOHOBOM
auuaemueit, "Hytpuren 40 -
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ile, -met, -thr, -val"****

"HyTtpuren 70

-tre, -met, -val, -ile"
Cnennann3upoBaHHbIN
MPOLYKT CcyXxon ISt
JIUETUYECKOT O J1e4e0HOro
MMUTaHUS JieTen crapiie
OJHOT'O roxaa, 0OIBHBIX
IIPOIMOHOBOU 51
METHUJIMAJIOH OBOM
anunemuedt, "Hytpuren 70 -
ile, -met, -thr, -val"****

70

4,5

298

crapiie 1
rojaa

Milupa OU 2-prima
Crienmanu3upoBaHHBIN
MPOIYKT JHETHICCKOIO
Je4eOHOro  MUTaHUS IS
nered  crapme 1 rona,
CTpaJaloluX OPraHu4ecKOn
alnuJeMuel — TPOMUOHOBOM
HITH MCTHJIMAJIOHOBOM
aruIeMHUCH,

"Milupa OS 2 Prima"****

60

5,3

261

ot 1 no 8 ner

Milupa OU 2-secunda
Cnennann3upoBaHHbIN
MPOIAYKT JTUETUYECKOT O
JIeueOHOr0  HHUTaHUS UL
Jerel crapme 8§ JeTr
MOAPOCTKOB, CTpaJAIOIINX
OpPraHWYECKOW aluJIeMUEeld —
PO OHOBOM W
METUJIMAJIOH OBOM
aruyaeMHuei,

"Milupa OS 2 Secunda"****

70

1,6

286

or 9 no 14
JIEeT

Milupa OU 3-advanta
Crienmanu3upoBaHHBIN
MPOIYKT JUETUYECKOTO
Je4yeOHOro  MUTaHWS — JJIA
nered crapme 15 jer wu
B3POCJIbIX, CTpaJaroIIMX
OpPraHMYECKON auuaeMuen —
MIPOITMOHOBOM 158051
METUJIMAJIOH OBOM
arnuaeMuci,

"Milupa OS 3 Advanta"****

70

1,8

287

crapiue 15
aetT
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[Tpunoxenue A3.4
anIMepbl pacyeToB NnUTaHunAa AnA nauneHToB Npu MHUULNaUuMn guetortepanummn

1. Ilpumep pacuera nutaHus Juis pedenka 1 mecsma <1>.

<1> PacueT siBIsieTCS OPUEHTUPOBOYHBIM, MTOCIIC Ha3HAUCHUS JIeueOHOr 0 MUTaHUS TpedyeTcs
KoHTposib TMC, BakHO CIEIUTH, YTOOBI CONEPKAHHUE MATOT€HETHYECKH 3HAYUMBIX aMHHOKHCIIOT
HaXO/IMJIOCh B peepEeHCHBIX Ipe/enax.

Macca tena 4 xr. Ilomyyaer rpyqHoe MOJOKO (MM JIETCKYIO MOJIOYHYIO CMEChb) + CMeEcCh
AMUHOKHUCIIOT 0€3 METUOHWHA, TPEOHUHA, BaJIMHA U U30JICHIINHA.

1.

a.

I.

1. OGmiee konmmyecTBO OeNka B CyTKH — 2,5 I/KT Macchl Tena, Bcero B cyTku 10 r Oenka

2. JlomycTiMoe MUHUMAJIbHOE KOMM4ecTBO MeTHoHHHA — 30 MI/KT Maccel Tena, Bcero 120 mr
B cyTku. [IpumepHoe konuuecTBO MeTHOHMHA B | T Oenka rpyAaHOro Mojioka okojo 25-30 mr
(6epem 30 mr), komuuecTBO O€nKa 3a CUET TPYAHOT0 MOJIOKA/MOJIOUHOM cMecH — 4 T.

3. KomnuectBo rpymHoro wmonoka/monognoid cmecu (100 mu comepxkut 1.2 r Oenka)
npuMepHOo 330 MJT B CYTKH

4. benok crienuaIu3upoOBaHHON cMecu — 6 T

5. KomnmuectBo crienmanuzupoBanHoil cmecu Hytpuren 14 <2> B 100 r cyxoi cMmecu 14 r
0eIKOoBOro 3kBUBajeHTa) — 42,9 r (MOXXKHO OKPYTJIUTH 10 49 1)

<2> Ecmu ucnons3yercs cmecb AHamuke MMA/ITA****  yypteiBath, uto 100 T cyxoif

cMmecu comepkuT 13,1 T 6enka, COOTBETCTBEHHO KOJMYECTBO CMECH B CYTKH Oy/eT paBHATHCS 54,5 -
S55r.

6. KonmuectBo TIpyAHOro  MOJOKAa/MOIOYHOW CMECH M CYTOYHOE  KOJIMYECTBO
CIeMaM3UPOBAHHON CMecH JenuM Ha 7 mpuemoB (mpu Heobxomumoctu Ha 8). [Ipu 7mMu pazoBom
KOPMJICHHH 32 OJHO KOpMJICHHE PEeOCHOK NODKEH MONyduTh 46 (MOXKHO OKpyriuTh A0 50 M)
I'PYJHOTO MOJIOKa/MOJIOUHOW cMecH + 7 T crenuanu3upoBaHHON cmecu + 50 mu Boawsl (Ha 4,5
crienuaIn3upoBaHHoOM cMecu — 30 MJT BOZIBI).

O6bem cyrounoro kopmienus 700 mi (o 100 mut 7 pas)

2. ITpumep pacuera nutaHus pedeHKy 3-X JIeT, Macca Tena 15 Kr.

Pacuer npoBoAMTCA B COOTBETCTBMM C NPHUBEIACHHBIMH BBIIIE IPUHLIUIAMH, OJHAKO, MOYHO
UCII0JIb30BaTh 00Jiee YNPOLIEHHbIH BapUaHT JUJIsl BBIYMCIICHUS KOJIMYeCTBa 00Iero 0enka: He MeHee
50% cyTtouyHoro norpediaeHus Oenka — 3a CueT CHelMaIu3upOBAHHON cMecH, ocTaibHble 50% — 3a
CUET HATYPAJIbHBIX U CIIELUATbHBIX HU3KOOEIKOBBIX POAYKTOB.
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[Tpunoxenue A3.5

MpuMepHbIN CYyTOYHbIN HAGOP NPOAYKTOB, ero XMMU4YeCKUN COCTaB U
3HepreTuyecKas LLeHHOCTb AJ1A AeTen AOLKONbHOro Bo3pacTta ¢ MeTUIIMarioHOBOM

aumgemuen
[IponyxTeI Komunuectso, T XUMHYECKHH COCTaB, T OHepreTudeck
() OenKku XKHUpbl | yrieBoapl | &4 HCHHOCTb,
KKaJj
Xi1e0 HU3KO00EIKOBBII 140 1,06 3,5 84,2 378
Xnebobynounsie uznenus | 30 0,23 2,7 19,4 105
Cyxas cMech | 54 0,87 1,8 50 79,3
HHU3KOOCIKOBas
Bepmumens 13,7 0,12 0,08 11,2 47,9
HHU3KOOCIKOBas
Kpyna Huskob6enkoBast 25 0,2 0,5 21,6 90
Cyxot 0e30€eKOoBbIH | 24 5,0 17,2 114
HAITUTOK
Macio ciMBOYHOE 20 0,1 16,5 0,16 149
Macio TomjieHoe 10 0,03 9,8 0,06 88,7
Macno pacTuTenbHoe 15 - 149 - 134,8
Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprodenb 100/70 14 0,28 11,4 56
Kanycra cBexast 55/44 0,79 0,05 2,1 11,9
MopKoBB 95/76 0,98 0,07 4,8 25,8
CaekJia 60/48 0,72 0,05 4,32 20,2
KabGauku 25/19 0,12 0,06 1,0 4,75
Orypiist 5/4 0,03 - 0,11 0,65
Camnar 10/9 0,12 - 0,18 14
[Tomu0pEI 15/13 1,3 0,03 0,49 3,0
Tomar-macra 817 0,35 - 1,33 7
Jlyx peruatsblii 5/4 0,05 - 0,32 1,45
KiroxBa 10 0,05 - 0,38 2,6
Coxku 100 0,5 - 11,7 47
OpyYKTHI CBEXHE 200/170 0,9 0,5 16,6 78,17
®DpyKTHI CyXue 10 0,3 - 5,05 22,7
3a cyeT HaTypaJbHBIX 9,5 70 258 1700
IIPOTYKTOB

Crtpanuvua 39 13 46


http://disuria.ru/

KnuHnyeckne pekomeHpgauum — [ipyrve Buabl HapyLleHusi obmeHa aMWHOKMCIOT C pa3BeTBeHHON Lenbto (MeTunmanoHosas
aungemusi/aumaypust) — 2021-2022-2023 (17.01.2023) — YTBepxaeHsl MuHsgpasom P®

[Tpunoxenue A3.6

MeTabGonnyeckun KOHTPOISIb, MOHUTOPUHI AUETUYECKOrO Nie4YeHUsl, HYy TPUTUBHOTO
cTaTyca U BO3MOXHbIX OTAaNeHHbIX OCNOXHeHU 3aboneBaHusa <1>

<1> AnantupoBano u3 Matthias R Baumgartner et al. 2014.

Hccnenosanue

YacTtoTa

Hccnegopanue YpPOBHA aMMHaAKa, MOJIOYHOM KHCIIOTHI B KpOBH,
HCCICAOBAHUC KUCIIOTHO-OCHOBHOI'O COCTOSIHHA U IT'a30B KPOBH

B xaxap1ii BUBUT

AMUHOKHCIOTH  Tma3Mbl  KpoBu  (KommiiekcHoe — ompeneneHue
KOHLICHTPALlMM  aMHUHOKHUCIIOTBI WM  alWIKApHUTHHBI B  KPOBH,
KomMmmiiekcHoe — ompenesieHne  KOHLEHTPALMM  aMHUHOKHCIOTBI U

AlUIIKAPHUTHHBI B KPOBH METOOM TaHJIEMHOW MaCC-CIIEKTPOMETPHUH)
(mocne 3-4 4 rosomaHus)

1 pa3 B 3-6 mec

Oprannueckue kuciaotel B Moue (KommiekcHoe
CofIep’KaHusl OPraHUYECKUX KUCIIOT B MOYE)

ompesiesicHUe

1 pa3 B 3-6 mec

Uccnenosanue ypoBHs cBobogHoro L-kapautuna B kposu (TMC)

1 paz B 6-12 mec

KoHTposnb aueTs! (MUIIEBOM THEBHUK )

B xa)xap1ii BUBUT

AHTpOIIOMeTpHU s

B xa)xap1ii BUBUT

Kimmanueckuit ocMoTp

B kaxxnp1ii BU3UT

HccnenoBanue ypoBHsA ainbOymMHMHa B KpOBH, HpeajbOyMHUH KpOBU

(Ompenenennie  cooTHOIIEHUST  OENKOBBIX  (pakuuil  MeToqOM
anekTpodopesa,
OnpeneneHue  COOTHOUICHHWS]  OEJKOBBIX  (pakmuii  METOIOM

BBICOKOUYBCTBUTEIHHOT'O KAITMJUIIPHOT'0 AJIEKTpodopesa)

1 pa3 B 6 mecsLeB

CocrosiHME KOCTHOM TKaHU (OIpENesIeHHE YPOBHsI OOILEro Kajblus,
MOHU3UPOBAHHOTO KaJbIHsl, HeopraHudeckoro ¢ocdopa B KpOBH,
o0IIero MarHus B CBIBOPOTKE KPOBH, aKTUBHOCTh IIEIMOYHOMN
docdarasel, MccnegoBanue ypoHs 25-OH Butamumua [| B KpoBwH,
HccnenoBanue ypoBHs MapaTUPEOUHOTO FTOPMOHA B KPOBU

1 pa3 B TOx,
MpU TMOPAXKEHUH TOYEK
Jarie

Onpenenenue ypoBHs BuTtamuHa B12 (umaHokoOanaMHMH) B KpOBH,
HccnenoBanue ypoBHsA (osaueBoil kucnotel, VcciegoBaHue ypoBHS
beppuTHHA B KPOBU

1 pa3 B rox

OcmoTp Bpaya-HEBpOJIOTa

Kaxnp1ii BU3uT

Onpenenenue riaoMepyJsipHOl M TyOyssipHOM  (YHKIMM IOYEK
(uccienoBaHue ypoBHSI KpeaTMHUMHA B KpoBM, lcciemoBaHue ypoBHS
MOYEBUHBI B KpoBH, VccienoBanue ypoBHS MOYE€BOW KUCIOTHI B KPOBH,
Uccnenosanune yposHsi nuctatuHa C B kpoBu, MccnenoBanue ypoBHs
Kamellugs B Moue, MccinenoBanue ypoBHS ¢ochopa B Moue,
Omnpenenenue Oenka B Mode, OmpeneneHue anb0ymMuHa B MOYeE,
Omnpenenenne KOJTUYECTBA O€JIKa B CYyTOYHON MOYE)

I pa3 B 6-12 mecsues,
HauWHasg ¢ 6 JIeT, WIH
paHbllle TpU HATUYUHU
MPU3HAKOB TOpaKEHUS
IOYEeK

OnpeneneHI/Ie AKTUBHOCTH HaHeraTquCKOﬁ aMHnJia3bl
OMpeACICHNE aKTUBHOCTH JIMIIA3bl B CBIBOPOTKE KPOBU

B KpOBH,

1 pa3 B 6 mec

Kapnuonornueckoe obcnenoBanue

B MOMEHT IHMarHoCcTHUKHU
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(KT, DXO-KT)

3a00JIcBaHu,
nanee 1 pa3 B roj mocie
6 et

Koruutusneie pynkuuu (1Q)

Hns OIPEJIEIIEHHOT O
BO3pacra

Od¢rampMonoruueckoe 00CIen0BaHNE

1 pa3 B rox nocne 6 et

O3I', MPT rosoBHOro Mo3ra, Cyp0J0oru4eckue TeCThl

I1o mokazauusm

CroMaTosiornueckas IoMoOIIb

He pexe 1 pasa B rog

AnroputMbl AeNCTBUX Bpaya

IlammenT ¢ nogosperreM HA
HETHIMATOHOENVES. AIELICNN0,

ITpunoxenue b

KoncymTammanpodmiescro
CIIEITHA THCTA

v

JIEHEHFE

JBCcoaHCcepHOS HAOMFOIeHHE H
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[Ipunoxenue B
UHdopmauusa ana nauueHTa

YTo Takoe meTunmanoHoBas auuaemus/aunaypvna?

MetunmManoHoBas anuMaypus (aluaeMus) — TpyNIa HacieICTBEHHBIX HapylIeHWH oOMeHa
METHJIMAJIOHOBOM KHUCIIOTHI WM KobanamuHa (ButamuHa B12). U3BectHo 7 popm MMA, Bce oHH
CBSI3aHbl C HapyLEHUSIMH pPabOThl (epMEHTOB, KOTOpble HEOOXOAUMBI MJis TPaBUIBHOTO
MeTaboIM3Ma aMUHOKU CIIOT: METHOHUHA, TPEOHUHA, BaJIMHA, U30JIeHIHA.

Kak yacTo BcTpeyaeTca meTurimanoHoBasi aumaemMuma?
MMA - penkoe 3aboneBanue. Yacrora panHel, Tsxenoil gopmsl MMA cocraBiseT B
cpenneM 1:50000 KuBBIX HOBOPOXKIECHHBIX.

Kak nposiBnseTcsa meTunmManoHoBas aumaypua?

MMA MOXeT IposBIIATECS B Pa3HOM BO3pacTe — OT MJAJEeH4YecTBa 10 AeTckoro. Ilpu stom
3a00JI€eBaHUU HAKaIJIMBAIOTCS TOKCUYHBIE BEIIECTBA, KOTOPhIE OKAa3bIBAIOT BO3JEHCTBUE HA KIIETKU
HEpPBHOM CHUCTEMBl, TOPKETYJOYHOM JKele3bl W CEepACYHOM MBIl Y pedeHKa MOXKET
HaOJII01aThCsl CUMIITOMBI, HAIIOMUHAIOIME OTpaBjieHue (MHTOKCHKAIMIO) — YacThle CPhITMBAHMA,
pBOTa, OTKA3 OT €/Ibl, MBIIIEYHAs C1a00CTh, BAJIOCTh, CyJOPOT'H, TOBBIIIEHHAS COHJIUBOCTb.

HaunOonee omacHbIMU IJIs1 JKU3HU COCTOSIHUSIMHM, BEAYIIMMHU TNPH OTCYTCTBUU JICUCHHUS, K
HEOOPATUMBIM MOCIECTBUSAM BILJIOTh JI0 JICTAILHOTO UCX0J1a, SBJISIOTCS ""MeTaboaruecKie Kpusbl'".
B 5Tr nepronbl MOBBIIIAETCS KOHIEHTPALAs OPraHMYECKUX KHCIIOT B KPOBU, aMMOHUS, U3MEHSETCS
KHCIOTHO-II[EJIOYHOE COCTOSIHUE KPOBH, HAPYIIAETCS SHEPreTHYecKrii OOMeH.

Kpusbl 0OBIYHO MPOBOLMPYIOTCS TAaKUMHU (aKTOpaMH, KaK BHUPYCHBIE M OakTepHabHbBIC
MH(EKINH, CTPECCOBBIE CUTYalllH, TPABMbI U, XUPYPTrU4e€CKHEe BMEIIATEIbCTBA, YMOLUOHAIBHbIE 1
¢bu3nuecKkue Harpy3Ku, IpHeM HEKOTOPBIX JIEKapCTBEHHBIX MPENapaToB.

HeotnoxxHoe nedeHne o4eHb BaKHO, TAK KaK CYLIECTBYET BBICOKMN PUCK HEBPOJIOTMUECKHX
OCJIOKHEHHUM.

Kak HacnegyeTcs MmeTunmManoHoBasi aumaypua?

Bce ¢opmsl MMA HacnenyrooTcs IO ayTOCOMHO-PELIECCUBHOMY THUILy. OTO 3HA4MT, 4TO
00J1€3Hb NPOSIBISIETCS TOJILKO B TOM CJIy4dae, €ciii 00a poauTeNs SBISIOTCS HOCUTEIAMU OOJIE3HHU U,
XOTSl CaMU OHM He 0OJIEI0T, IepelaloT peOEHKY /iBa MOPaKEHHBIX I'eHa. bonbIIMHCTBO cemel, rae
ecTb pe0eHOK C HTUM 3a00JeBaHMEM, HE CTaJKMBAJIUCh paHblle ¢ MoAoO0HON mpobieMoil. Puck
IIOBTOPHOT'O POXIEHHs OOJIBHOTO peOeHKa B CEMbeE, I'/I€ YK€ ecTh OOJIbHBIE JIeTH, cocTaBisieT 25%
Ha KXyl OepeMEeHHOCTb. MyTaluu B OJHOM M3 7 Pa3HbIX '€HOB MOTIYT NPUBOIUTH K 3TOMY
3a0oneBanuto. KpaiiHe BaKHO yCTaHOBUTH I'€HETHYECKYIO (popMy OOJI€3HH, IMOCKOJIBKY OT 3TOrO
3aBUCHUT M TaKTHKa TEPAIlUU U IIPOrHO3.

Bpates u cectpel 605pHOTO pedeHKa, MOTYT OBITh OOJBHBIMH, Ta)KE €CIM Y HUX Ha MOMEHT
JIMAarHOCTUKKA YJIEHOB CEMbH HE OBUIO CUMNITOMOB. B nmaHHOM ciiyyae HEOOXOIUMO MPOBECTH
JMAarHOCTUKY, YTOOBI KaK MOJKHO paHbIIE HadaTh TEPANHUI0 M M30€XKaTh OCIOKHEHUH. Takxke OHH
MOT'YT OBITh HOCHUTEJISIMH, KaK MX poauTenu. YTo Kacaercss APYrux 4iICHOB CEMbU, TO UM Ba)KHO
COOOIIUTH, YTO OHU MOT'YT OBITh HOCHUTENSMHU. DTO 3HAUUT, YTO M y HUX €CTh PUCK POXKACHUS
peOeHKa ¢ TaHHBIM 3a00JIEBaHUEM.

Bce cembu ¢ MMA n0mKHBI 0053aT€IbHO MPONTH MEAUKO-T€HETUYECKOe KOHCYJIbTHPOBAHHE
U TIOJIyYHTh MOJHYIO WH(OpMAIMIO OT Bpaya-TeHETHKA O PUCKE MOBTOPHOIO IMPOSIBICHUS JAHHOT O
3a00JIeBaHUsl B CEMbE, OOCYAMTh CO CIEHMAINCTOM BCE BOIPOCHI, CBS3aHHBIE C HACIEIOBAHUEM
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3aboneBanus. B Poccun Mmenuko-reHeTHUecKre KOHCYIbTallii paboTaloT B Ka)KIOM PETHOHE.

C uenbro nmpoBeAeHUs NMpEeHaTadbHOM U MPEUMILIAHTAIMOHHOW TUArHOCTHKU CYNPYKECKOH
rape mpenBapuTesibHO HEOOXOAMMO MPOWTH 00CIeqOoBaHME HAa HOCUTEIHLCTBO MYTallMid B TEHAX
MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, o0paTuBmuCh B
CHeNNaIN3UPOBAaHHbBIE JUATHOCTHYECKUE JTA00PaTOPUU M MEAMIIMHCKHE LEeHTphl. [IpeHatanbpHas
JIMarHOCTUKA IPOBOJMUTCS MOJIEKYJIIPHO-TEHETHUYECKMMU MeToaaMu, nyteM uccienoanus JJHK,
BBIJICTICHHOW M3 OWONTaTa BOPCHH XOPHOHA W/MJIM KIJIETOK aMHUOTHYECKOH >KUIAKOCTH W/WIH
TUIOAHOW KPOBH.

Kak yCTaHaBnuuBaeTCcAa ANarHo3 MeTUIIManoHOBOW aumqypuw?

Ha ocHOBaHMU KIMHMYECKHUX CHMIITOMOB Bpau MOXKET 3aloA03pUTh JAMATHO3 U OTIPABUTH
namyeHTa Ha nabopaTtopHoe obcienoBaHne. MeTOIOM TaHIEMHON Macc-CIEKTPOMETPUU B KPOBHU
OIPENENAIOT YPOBEHb TAKMX COECAMHEHHM KaK KapHUTHH, Al[WUIKADHUTHUHBI U aMHHOKHCIIOTHI, C
IIOMOIIBI0 METOJIa Ia30BOM XpomaTorpauu Macc CHEKTpOMETpUueld — ypOBEHb OPraHMYECKHX
kucnor Mouu. [Ipu MMA mnHabmomaercs mnoBbllieHHe nponuoHwikapHutuHa (C3), HuU3Koe
conepxanue ceodomanoro kapautrHa (CO), moBeimenue cootHomenus C3/CO u C3/C2 B kpoBH, B
MOYE TIOBBbIIIEHAa KOHUEHTPAalUMs METHJIMAJIOHOBOM  KHCIOTHI, 3 -THAPOKCHUIIPOIHOHOBOM,
MeTuwimMMoHHON. [lpu Hekotopeix (opmax MMA Takxke HaO/I0aeTCsl MOBBILIEHUE YPOBHS
roMouuMcrenHa B KpoBU. IlanueHTam ¢ BbIBJIEHHBIMH OHOXMMHUYECKUMH HW3MEHEHUSMH,
XapakTepHbIMH i1 MMA, 11 NMoATBEpXKACHUS TUAarHo3a MPOBOJAT MOJIEKYIISIPHO-TE€HETUYECKOE
UCCIIEZIOBAHUE C LIETbIO BBISBIICHHS MYyTallUid B T€HaX, OTBETCTBEHHBIX 32 MMA. OObyHO s
3TOTr'0 MPUMEHSIOT UCCIEIOBAHUE C TOMOIIBIO TAPTETHBIX TEHETHUECKUX MaHEICH.

Kak neyaT naumeHTOB C MeTUNMarioHOBOW aunaypuen?

OcHOBHBIMH MeTOIaMU JieueHrst MMA siBiisseTCsl IUeTOTEpanus U Ha3HAYEHHUE CIelHalbHbIX
JIEKapCTBEHHBIX MPENapaToB, KOTOPHIE MO3BOJISIIOT CHU3UTh BIMSHUE TOKCHUYHBIX METa0OJUTOB Ha
OpraHu3M M TMO3BOJISIIOT WM JieT4y€ BBIBOAUTCS C MoOYOM. Jluerorepanusi 3akiroyaeTcs B
OTpaHUYECHUH MOCTYIUIEHUS O€JIKa U TeX aMHUHOKHUCIIOT, METa00IM3M KOTOPBIX HapyiieH. Co3/1aHbl
CreIHMaIN3upOBaHHbIC JIeYeOHbIC CMECH JUIs NMUTAaHMS JIETeH pa3HOro Bo3pacta. Bpady-reHeTuk u
Bpauy-AMETOJNIOr MOMOTYT PACCUUTATh UETY, MPABUIBLHO BBOAWTH MPUKOPM M HaydyaT OCHOBHBIM
npaBuiamM auerorepanuu. KpaiiHe BaXHO COOJIOJATh BCE PEKOMEHAAIMU Bpadei, dYToObI
MaKCHMaJIbHO N30€KaTh pa3BUTHS META0OJUICCKUX KPHU3O0B.

Kak neyaT naumeHTOB B nepuog MmeTabonnyeckoro Kpusa?

CrnenyeTt BpeMEHHO MPEKpaTUTh MoTpedaeHue 6enka (Ha 24-48 yacos). [101HOCTEIO OTMEHUTH
0€JI0OK HEBO3MOXKHO, TaK KaK OpraHM3M HYKIAeTcsi B IOCTYIUIEHMM Oelka M €cld ero Oyner
MOCTYMAaTh HEAOCTATOYHO aKTUBUPYIOTCS MPOLIECCHl KaTabou3Ma.

JloMa mpu mepBBIX MpU3HaKaxX 3a0ojieBaHUsA, 0OCOOCHHO KOrja y peOeHKa CHIDKEH alleTHT
(Hampumep, MpU TPOCTYAE, TPUIMIMONOJOOHBIX CHMITOMAaX, BUPYCHBIX HHQEKIUAX, ITHOOBIX
3a00IeBaHUsAX, CONMPSHKEHHBIX ¢ Temiepatypoit > 37 °C, TOH3WLINTE, TaCTPOIHTEPUTE) CIEIYET
HayaTh TEPANUIO MO MPEIOTBPAIICHUIO PAa3BUTUA Kpu3a. Eciu poauTenn He yBEpEHBI B MOSIBICHUHI
y peOeHKa TMepBbIX NPU3HAKOB MpHUOIKaromierocss 3abosneBaHus (OJECIHOCTh, COHJIMBOCTD,
pa3apakUTEeNbHOCTh, TOTEps amnmneTHTa, JUXOpajaKa, roJioBHas Oomb, JOMOTa M obmas 0o0ib,
Kallesb, 00JIb B TOPJIE WK yIIaX), TO B KA4ECTBE MEPhI MPEIOCTOPOKHOCTU PEOCHKY clielyeT AaTh
BBIIIUTH PacTBOp OAuH pa3. CaMbIMH paHHHMH IpPU3HAKAMH OOBIYHO SIBJISIOTCS HE3HAUHTEILHBIC
U3MEHEHHUsT B IIOBEJEHUHU, KOTOpble OOBIYHO JIETKO 3amedaroT poautenu. Ecmum pebeHok
OTHOCHUTEJIBHO 3/J0POB U Y HETO HET PBOTHI, @ TOJBKO CIA0OCTh U HEOOJbIIAsl COHIMBOCTh MOXHO
MOUTh €r0 Yepe3 POT PACTBOPOM IMOJIMMEPA TIFOKO3bI YACTBIMU APOOHBIMU TTOpIUAMHU (Tabmuma 1).
TouHbIll penenT/KOHIEHTPAIlUsl MOoMMepa TIIOKO3bI, PEKOMEHJIOBAaHHAS JUIS KaXXIOro pedeHKa
OTJIMYAETCs, HY)KHO Y3HaTh Yy JIeHallero Bpaya YTO HMMEHHO TIOJIXOJUT BalleMy peOeHKY.
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HekoTopeiM naeTsM He HpaBUTCS BKYC MOJMMEpa TIIOKO3b, U OHU MNPEANOYUTAIOT HAMMTKH,
KOTOpBIE€ MPOJAIOTCS B CyNMepMapKeTaX, HO KOHIIEHTPAI[MH YTJIEBOJAOB B TaKMX HAMUTKAX HUXKE.
[Tokynaembpie HAanmUTKA HYKHO HPUMEHATH C OCTOPOXHOCTHIO. HH3KOKanOpHilHbIE HANUTKH,
HanmuTKu Oe3 no0aBieHHsl caxapa COJIEp)KaT OYeHb Mallo MJIM BOBCE HE COJEpXKAT YIJeBOJOB,
[IO3TOMY MX HE CIIEYET UCIO0Ib30BaTh.

C mosiBIIeHHMEM TIEPBBIX MPU3HAKOB META00IMYECKOro KpH3a, He JOXKHUIAACh MPUXO0Ja Bpada,
CIIeyeT YBEMUYHUTH 03y MepopasibHOTro (depe3 pot) #ineBokapHuTHHA 10 200 MI/KT/CyTKH.

Tabmuma 1. O6beM KUAKOCTH TPU Pa3BUTHH METa0OIMYECKOT0 KpH3a

Bospacr (ner) O0beM KUIKOCTH (MIT) B IEHb Yepe3 poT

0-1 MunumansHo 150 Mir/kr

1-2 120 mur/kr

2-6 1200-1500 mi B cyTKH

Crapuie 6 WHTeHcHBHAs Tepanus MPOJ0JDKAaeTCsl B TOM ke o0beMme, 4TO M B Bo3pacte 2-6
JIeT, BO3MO)KHA MHIMBUIyalIbHAS afanTtaius o0beMa 1 JI03BbL.

3areM B TeueHHe | -2 4acoB HYXKHO PErYJSIPHO OLIEHUBATh KIMHUUYECKOE COCTOSIHUE peOeHKa.

Ecnn y peGeHka HOCTOsIHHas pBOTa M €My HE€ CTAaHOBMTCA JIydllle, POAUTENISIM CIEAYyeT
He3aMeLJIUTENIbHO 00paTUTHCS B OOJIBHUILY 11 00CII€A0BaHMS.

Bpauam ckopoil momomu HeEoOXOIMMO IepelaTh BBIMUCKY C  3aKIIOYEHUEM U
PEKOMEHJalsIMU Bpaya 110 Tepaluy B Iepuo MeTabolInyecKoro Kpusa.

Ponutensm Hy»X HO B34Th ¢ coOOi B OOJbHUIY BCIO MHQOpPMALMIO 00 HCIOJIB30BAHHBIX
pacTBOpax M jKelaTelbHO CAMU PaCTBOPBI.

Kakon Hy>KHO NnpoBOAUTb MOHUTOPUHI AN NaUUEHTOB?

Heobxonum MynbTHAMCUMIUIMHAPHBIA TOAXOA K HAONIONEHUIO W JICYEHUIO TAIUEHTOB C
MMA cnenuanuctamMu pa3HbIX TPOQIIed ¢ Ielblo 00eCleuyeHUus KOMIUIEKCHOW Tepamnuu u
CBOCBPEMEHHOM €€ KOppeKIuu mpu HeoOxomuMocTu. s mamweHToB ¢ MMA HEoOX0auMBbl
peryisipuble oOcnenoBaHusi. B Tabnmuie mnpuBeAeH NPUMEPHBIM TEpeYeHb U PEryJsIPHOCTH
WCCJIEIOBaHUM, HO B KaXJJOM CJIy4ae Bbl JIOJDKHBI COTJIACOBBIBATH IUIAH OOCIEIOBAaHUS CO CBOMM
JIeYaluM BpayoM.

Hccnenosanune WNHurepBan

Koppekuuss nuerorepanuu (mpoBoxast Bpauu-| 1 p/mec Ha 1 rony xu3Hu, nauee 1 p/3 mec u no
TEHETHKHU WJIH BPauM-IUETOJIOTH ) nokaszanusm o 3 net; 1 p 6 mec mocnue 3 ner

yIbTpa3BykoBoe uccienoanue (Y3U) opranos |1 pa3 B roa
OpIOIIHOM MOJIOCTH

npoBeneHue ekTpodnuedanorpaduu (391)) 1 pa3 B rox

IpoBe/ieHnEe OMOXMMMUYECKOrO aHaiu3a KpoBH |He pexe | pasza B rox OnpenenaeHue akTUBHOCTH
o01IeTepaneBTHYECKOro aunasbl B CBIBOPOTKE KpoBu, OmnpeneneHue
aKTUBHOCTU IaHKpPEATUYECKOW amuiasbl B
KpOBU — He pexe 1 pa3a B 6 mec

OO0muit (KIMTMHUYECKU) aHATHU3 KPOBH He pexe 1 paza B rog
OIpeNeNICHHEe YPOBHSI CBOOOJHOTO KapHHUTHHA,| KaXkIble 3-6 MecsleB B  CTaOWIBHOM
AMUHOKHUCIIOT, OPraHUYECKUX KUCIOT MOYHU COCTOSIHUH

B miepuon  WH(MEKIMOHHBIX  3a00JIEBaHUU,
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MeTaboIMYecKoro kpusa He pexe 1 paza B 7-10
JHEH

Kapaunonoruueckoe obcrnenoBanme B MomeHT auarsoctuku 3a00aeBaHus,

(OKT', DXO-KT) nanee 1 pa3 B rog

Kak nauneHTbl nony4yarot neyeHue B Poccunckon Pepgepaumumn?

MMA OTHOCHTCS K YHCIY PEIKHUX HACIEACTBEHHBIX Oolie3Hel oOMeHa BEIIECTB U BXOAWT B
nepedeHb peakux (opdaHHBIX) 3a00JEBaHMIA, JIEYEHHWE KOTOPHIX MPOBOJMTCS 33 CUET CPEICTB
peruoHansHOro OrOKeTa. Ilocme ycraHoBIIeHHME AMAarHo3a HEOOXOIMMO BKITIOYCHHE MAIMEHTA B
PETHOHANIBHBIA CErMEHT PErUCTpa MO KU3HEYTPOKAIMUM penkuM (opdaHHBIM) 3a00JI€BaHUSIM, C
LeNbI0 JalIbHEWIIero obecrneuyeHruss HeoOXOAMMBIM JICUeOHBIM TMHUTAHUEM U JIEKAPCTBEHHBIMU
npenapatamu. B pa3HbIX pernoHax 3a BEACHUE PETUCTPa OTBEUAIOT pa3HbIE CIEIUATUCTBI, HO Yallle
BCEI0 O3TO BpPAaUYU-TEHETHKH, MOITOMY TIOCJI€ YCTAHOBJIGHHUS JMarHo3a o00s3aTeNbHO HYKHO
00paTUTHCS K PErHOHAIbHOMY Bpauy r€HETUKY.

Kak moryT nomoraTtb poaHble u 6nnskune?

He 3a0piBaiiTe — OT CeMbM TaKKe 3aBUCHUT Yycrnex JedeHus. HyxHO coOmroaaTh
pEeKOMEHJalui, HU TpPU KaKWX YCJIOBHUSX HE JOIMYyCKaTh "CpbIBOB" B JHUETOTEpAIlUM, CIEAYET
YACIATh BHUMAHNUE peaOuIMTalliy 1 TIJIAHOBBIM O0OCJIeIOBaHMIM. Bce 4ieHbl ceMbU JOKHBI 3HATD,
YTO peOCHOK HYXXJIAETCS B 0COOOM MUTAHUU W ONM3KHE POACTBEHHUKH JOJHKHBI OCBOUTH HABBIKU
pacyera AUETHI.

Ponuterm mamuenta ¢ MMA, a B jaipHEHIIeM M caM NAlMEHT JODKHBI OBITH OOYYCHBI
MpaBUjIaM OpPraHU3alMK TEPATUU B MEKIPUCTYITHBIN MIEPHO U B TIEPHO]] YTPO3bI META00IMUECKOT O
Kpu3a.

VY pebenka mpu ceOe Bcerga JODKHA HAXOAMTHCS TaMsATKa C YKa3aHUEM HEOTIOXKHBIX
MEPOIPUATHH B TMIEPUOJT HAUUHAIOIIETOCS META0OIMIECKOT0 KpHr3a.

[Tpunoxenue I'l -I'N

LLkanb! oueHKu, BONMPOCHUKN N Aapyrme oueHo4YHble MHCTPYMEHTbl COCTOAHUA
nauueHTa, npnBeaeHHble B KITMHNYECKUX pekoMeHaauunax

He npumenstorcs
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Hogsle, n3nanneie B 2020-2023 rr. u opunnansHo yTBepkAEHHBIE MuH31paBom PO,
KIIMHUYECKHE PEKOMEHIaluu (pyKOBOACTBA, IPOTOKOJIbI JICUEHHUS) — Ha HAIlIEM caiTe.
HNuTepHer-ceplika:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-To keM-To JaHHBIM JOKYMEHT OBLI paHee pacnedaraH, qaHHoe n3oopaxkenue QR-kona
MTOMOXET BaM OBICTPO IMEPEUTH IO CChUIKE ¢ OyMaKHOW KOITUM — B HEM HaXOAMTCS 3Ta CChLIKA.
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