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TepMUHbI N onpeaeneHus

MeTaboanuecKkuit KPpH3 — KPUTHUYCCKOEC, YIpOKaAOIICE )KU3HU COCTOSIHUEC, CIIPOBOIIMPOBAHHOC
He6ﬂar0HpI/I5ITHI)IMI/I (baKTopaMI/I, 06y€J’IaBJ’II/IBaIOH_[I/IMI/I YCUIICHHUE IPOLECCOB  KIECTOYHOI'O
KaTaboJHu3Ma ¢ O6pa30BaHI/IeM TOKCUYHBIX ITPOMU3BOJHBIX HefIHHHa U TPOABIIAOIICECS OCTPO
BO3HUKIIICH SHHCQ)aHOHaTHeﬁ, aTaKCHeﬁ, IMpUCTylIaM pBOThBI, TOHUKO-KJIOHUYCCKUMHU CyJOPOTraMHU.

I'eMoguanu3 — MeTOJ BHEMOYCUHOI'O OYHUILCHHUS KpOBH, BO BpPEMs KOTOPOI'O IMPOUCXOIUT
YAAJICHUE U3 OpraHu3Ma TOKCHUYCCKHUX IMPOAYKTOB obMeHa BCHICCTB, HOpMAJIM3aluA HapymeHI/Iﬁ
BOOHOIO H SJICKTPOJMUTHOI'O 63.J'Ia.HCOB, IIpu 35TOM OUYHUIICHHUE KPOBHU OCYHICCTBJIACTCA UYCPE3
HCKYCCTBCHHYIO MeM6paHy C IIPUMCHCHHUCM aIlllapaTa "I/ICKyCCTBeHHaﬂ rmouxa".

HepI/ITOHeaJ'ILHHﬁ JAUAJIN3 — MCTOJ BHCIIOYCYHOI'O OYHIOCHHA KPOBH, BO BPEMS KOTOPOI'oO
MPOUCXOAUT YAAJIICHHUEC HU3 OpraHrM3Ma TOKCHYCCKHUX IMPOAYKTOB oOMeHa BCIICCTB, HOpMaJIn3alu-d
HapymeHI/Iﬁ BOIOHOI'O U 3JICKTPOJIUTHOTO U 68.J'IaHCOB, IIpU 5TOM OYHIICHUC KPOBU MPOU3BOJAUTCA 3a
CUCT CMCHBI CIICHUAJIBHBIX PAaCTBOPOB B 6pIOIJ_IHOI71 II0OJIOCTH, a B Ka4CCTBC MeM6paHBI BBICTYIIACT
6pIOI_HI/IHa namuecHTa.
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1. Kpatkaa wuHcdopmauma no 3aboneBaHUO WU COCTOAHUIO (rpynnbl
3aboneBaHU UM COCTOSIHUN)

1.1. OnpepeneHne 3aboneBaHUA UMW COCTOSAAHUA (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

W3oBanepuanoBas anuaemus (anuaypusi) MBA — HaciencTtBeHHOe MeTa0OJIMYECKOE
3a00JICBaHME W3 TPYIIBl OPraHWYECKUX aluaeMuii, oOyCIOBICHHOe MyTamueid reHa [VD,
Koaupytomiero ¢pepMeHT n3oBanepuia-KoA nermaporenasy, 4To MpUBOAUT K HEAOCTATOUYHOCTH WU
OTCYTCTBHIO €0 aKTUBHOCTH U HAPYILICHUIO pacraa jeiimHa [1].

1.2. 3tuonorma wu natoreHe3z 3aboneBaHuUsi WU COCTOSIHUA (rpynnbl
3aboneBaHU UNN COCTOSAAHUN)

W3oBanepuanoBasi amuaeMus — ayTOCOMHO-PEIECCUBHOE 3a0oJieBaHUE, OO0YCIOBIEHHOE
MyTallUIMM T€Ha MHUTOXOHApHUANbHOTO (epmeHTa wu3oBanepmi-KoA-geruaporenassl (IVD),
MPHUBOJSAIIEE K €ro HEJIOCTaTOYHOCTH B TICUEHH, TMOYKAX, CKEJIETHBIX MBIMIax, (pudpobmacrax.
Jlokanusarms reda [VD — 15914-915 [2, 3, 4]. Omucano 6oaee 70 myranuii rera IVD, Beaymux
pazBuTHiO 3aboneBanus [3, 5, 6]. Hemocratounocth ¢depmeHTa BEACT K HApYIICHUIO CUHTE3a 3-
MeTuIKpoToHUI-KoA u3 u3oBanepmin-KoA (mpoaykTel kaTaboiu3ma JeWlMHA), HAKOIJICHUIO B
TKaHAX W OHMOJIOTMYECKHX JKUIKOCTSIX OPraHWYEeCKHUX KHCIOT IPOU3BOJHBIX H30BajepmiI-KoA
(M30BasiepuaHoBOM,  3-TUAPOKCHUU30BAJIEPUAHOBOM,  4-THIPOKCHMM30BAJIEPUAHOBON  KHCIIOT,
n3oBanepmwikapauTUHa (C5), M30BaJEPUITIIMIIMH U JpP.), YTO OKA3bIBa€T TOKCHYECKOE JICHCTBHE,
IJIaBHBIM 00pa3oMm, Ha IMeHTpaidbHylo HepBHYyIO cuctemy (IJHC), meueHb, KOCTHBIM MO3T,
0o0yCNOBIMBAET  pa3BUTHE  TSHKEIOTO MeTab0JIMYECKOTO KeToanumo3a,  BTOPUYHOMN
TUIepaMMOHUEMHH, TUMEPTIUIMHEMHH, TUIlep-/TunoriukeMud. CiecTBUEM BBICOKOM MOYEYHOM
SKCKpEIMN H30BAIEPUIKADHUTHHA CIY)KUT BTOPUYHAS HEJOCTaTOYHOCTh KAapHUTHHA (cxema
MeTabOJIMIECKUX MPOIIECCOB IPU M30BaJCPUAHOBOM AI[MIEMHUH MTPEACTABICHA B TIPHIIOKEHHH A3.2)
[4].

B nocneanue roapl B psine crpaH, mocie BKIoueHUs VIBA B mporpammy HEOHATaJbHOTO
CKpUHHMHIa METOJOM TaHAeMHON Mmacc-criektpomerpun (TMC), mnosiBuiach BO3MOKHOCTh
nuarHocTuku OeccumnToMHO#l Gopmbl MBA. Omumcana Hambosee 4acTo BCTpedaemas MUCCEHC-
mytarus, 932C > T (p.A282V), xapakrepHas s 6eccumntoMHoi Gopmebl. [Ipu naHHON MyTanuu
YaCTUYHO COXPAHSETCS aKTUBHOCTH (epMmeHTa. OQHAKO €€ BIMAHME HAa KIMHUYECKHH HCXOA U
HEOOXOAUMOCTh B T€PAIUH 0 CUX IOp AUCKyTabenbHsl [4, 5, 7].

1.3. Anngemmonorus 3aboneBaHusi ULNIM COCTOAHUA (rpynnbl 3aboneBaHnn unu
COCTOSIHUN)

3a0oJieBaHHE BCTPEUYACTCS] B Pa3jIMUHBIX MOMyasuusax. YactoTa cpenu HOBOPOXKACHHBIX B
crpanax EBpomnsl 1 CIIA no pa3neiM nansabiM coctaBisieT 1:60 000-1:150 000 [8]. B Poccwuiickoii
®denepanuu yacToTa 3a00J€BaHUS HE OMPEIEIICHA.

1.4. OcobeHHOCTM KoauMpoBaHuUA 3aboneBaHMA WM COCTOAHMA (rpynnbl
3aboneBaHun unun coctosHun) no MexagyHapogHOW cTaTUYeCKOW Knaccudukaumm
6one3sHen n Nnpobnem, CBA3aHHbIX CO 340POBbLEM

E71.1 — [Ipyrue Buabl HapylieHUs 0OMeHa aMUHOKHUCIIOT C Pa3BETBICHHOM LIETIBIO.
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1.5. Knaccudmkaumsa 3aboneBaHMA UNN cocTosiHUA (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

Beimensror Tpu  kimHHYeckue (opMbl 3a00JIeBaHUS: OCTPYI0 HEOHATaJbHYIO (opMmy,

BcTpedaetrcs y 60-70% manueHToB, XpOHHYECKYI0 HHTEPMUTTHPYIONIYIO U OeccuMnTOMHYIO [4, 7,
9].

1.6. KnuHu4yeckas KapTuHa 3aboneBaHUs WNM  COCTOAAHMA  (rpynnbl
3aboneBaHU UNN COCTOAHUN)

Knunnyeckast kapruna VIBA BapbupyeT MO TSKECTH 3a00J1€BaHMsI OT O€CCUMITOMHON (OPMBI
70 )KU3HEYTPOIKAIOIIECTO COCTOSIHUS C Pa3BUTHEM TSDKEJION MeTaboIMYecKoi JekomeHcanuu [7].

HNBA MoOXeT mposSIBUTHCS B HEOHATAJIBLHOM TEPUOJE B TEPBHIC JBE HENENH >KU3HU WU B
MO3/IHEM MJIaJIeHYeCTBe, vamie 10 roxaa. s HeoHaranbHOW (OpPMBI XapakTEpHBI OBICTPOE,
(GbyIbMUHAHTHOE TEUYEHHE, COTTPOBOXAaroieecs: cumnromamu yruerenust LIHC, pBoToii, netapruei,
OBICTPBIM pPa3BHTHEM CYIOpOT, KoMoi Ha (one keroarumos3a [4, 10]. [Ipu xpoHndeckoii Gopme
MPEBATUPYIOT CHUMIITOMBI OTCTaBaHHS B TICHXOMOTOPHOM W (PH3UYECKOM pPa3BUTHH, CYIOPOTH,
HapylieHue (YHKIUM TOYeK, >KENyJOYHO-KHIIeYHOro Ttpakra (mankpearut) [11, 12, 13],
MAHIUTOTICHUS/HeUTponIeHus/ TpoMOoItuToneH s [4].

Y gered, KOTOpPbIM TMOCTABJEH JHMArHO3 HE B HEOHATAJIBHBIA MEPUOJ, OTMEYAIOTCS
OTHOCHUTEJIbHO Hecnenrpuyeckue npru3Haky 00JIe3HH — 3a/iep’KKa (PU3NIECKOro U ICUXOMOTOPHOTO
pa3BUTHS, YMCTBEHHas OTCTalocTh. KpoMe '"3amaxa MOTHBIX HOT" HW30BaJE€pPUAHOBOW KHCIOTHI,
KOTOpBIM OTCYTCTBYET €ClIM He Halmionaercss Meraboyiyeckas JeKOMIIEHCAIUs, Majlo 4YTO
MOMOTAeT MPEATNOJIOKHUTh 3TOT AMArHO3 y mauueHTa. llanuenTsl ¢ xpoHndeckoi ¢opmoit 6one3nu
TaK)Ke TOJBEP)KEHbI PUCKY Pa3BUTHUS SMU30J0B METabOJIMUYECKOTo amuao3a M MeTaboIudecKon
JEKOMIICHCAIUH, OOBIYHO H3-3a UHTEPKYPPEHTHBIX 3a00JI€BaHUM WM IPYroro (pu3HoIOru4ecKoro
cTpecca, BKIouas rojomanue [15]. DT ocTphle  COCTOSIHMST MOTYT OBITh  OIIMOOYHO
JMarHOCTUPOBAHBI KaK AUa0eTHUECKUN KeTOalM103 U3-3a TUIIEPIIIMKEMHH, alli/103a U OYEBUIHOTO
MIPUCYTCTBUS KETOHOB B KPOBU U Modye. Bo3pacT Kpu3nucoB MOXKET ObITh pa3HbIM, Harpumep y 18-
JIeTHEro MyX4nHbI ¢ IBA, Bo Bpemsi 6a3oBoro TperupoBouHoro jareps ;s BBC CIIA pa3Bunuchk
oCTpasi TOIHOTA, PBOTA W HM3MEHEHHS ICHXHUYEeCKoro craryca [63]. Y HEKOTOpBIX MalMeHTOB
OTMEYAeTCsl Pa3BUTHE OCTPOTrO MaHKpPEaTHTa, MHUEIONPOIU(PEpaTUBHOTO CHHAPOMA, CHUHApPOMA
dankonn u cepacunoit aputmuu [15]. TIpy MPT rosioBHOro Mosra BBISBJISIOT HapyIICHHS B
obactu OJIeHOrO 11apa, B EPHOI METabOIUIECKOTO Kp13a — OTEK roJI0BHOro Mo3ra [33].

PanHuMu mnpuszHakamMu MeTaOOJIMYECKOTO Kpu3a CIYKaT BSUIOCTb, COHJIUBOCTb WU
pa3apaXUTENbHOCTh, OTKa3 OT €]bl, PBOTA, HapyIIeHHE MOXOAKH. [losBISIOTCS abIXaTenbHBbIE
HapylleHus, Taxukapaus. HeBposormueckue paccTpoilcTBa MpOrpeccHpPyIOT BIUIOTH JI0 CTyHoOpa
WM KOMBI, OOYCIOBJIMBAs BBICOKYIO JIE€TAlbHOCTb. TSKECThb COCTOSHUS, TJIaBHBIM 0O0pa3oM,
OTIpE/IeINIIeTCSl BBIPAXKEHHBIM METa0OJUYECKHM KeTOoanua030M. YacTo OTMEedaeTcsi TUIOTIUKEMUs
(oxomo 50% nereit), runepaMmMoHueMusi, 00€3BOKUBAHHE.

Kpu3zbl 00bI1YHO MPOBOLKPYIOTCS HEONArONPUATHBIMU (PaKTOPaMH, KOTOpPbIe 00YCIOBIMBAIOT
yCUJIEHHE TIPOLIECCOB KJIETOYHOTO KaTraboin3Ma ¢ 00pa30BaHWEM TOKCHYHBIX MPOU3BOJIHBIX
JIeUIIMHA:

- mpueMm Oenka W JeMIIMHA B KOJUYECTBE, IMPEBBIMIAIONIEM TOJIEPAHTHOCTh OpraHu3Ma
MAalKEHTa;

- HeJloelaHue, HU3Kas KaJIOPUMHOCTh palMoHa;

- HWHTEPKYPPEHTHBIE  PECHUPATOPHbIE WU  JKETyJOYHO-KUIIEYHble HWH(EKIIHMOHHBIE
3a00JICBaHHS;

- (pu3ruecKas UM ICUXO03MOIIMOHANIbHAS HAarpy3ka [5].

IIpu agexkBaTHOM MeTabOJIMYECKOI Teparuu MPOrHO3 ONAaronpUsTHBINA, UMEIOTCS COOOIEHUS
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00 ycrenrHeIX OEpEeMEHHOCTSX y *KeHIIHUH ¢ VIBA, B pe3ylbTaTe KOTOPBIX POAMINCEH 3I0POBBIC IETH
[64].

[Mpu muddepeHmanbHON TMarHOCTUKE Y MAMEHTOB TPYAHOTO BO3pPACTa C BBINICOMUCAHHON
cumrnromarukoi (yruerenne [{HC, pBota, cymoporu, oTkas ot e€/bl) CIeAyeT pacCMOTPETh TaKHe
JIMArHO3bI, KaK CETICUC, BHYTPUYTPOOHbIC MH(MEKIIMH, OTPABICHHUE JICKAPCTBEHHBIMH ITPEIIapaTaMH,
caxapHbIi 1uadeT, SHIe(PaATUT, TUITOKCUYECKHUE MMOPAKEHHUsI HEPBHOM CHCTEMBbI, HAAMOYCUHUKOBYIO
HEJ0CTaTOYHOCTb.

MHorokpaTHasi pBOTa M IUIOXasi MpuUOaBKa B BECE B MIIAJICHYCCKOM BO3PACTE MOTYT OBITh
CBSI3aHBI C aJyIepruel K OeIKy KOPOBHETO MOJIOKA UITH JPYTUMH MHUIIECBBIMH aJIJIEPTUSIMH.

[Ipy BBISBICHHH BBIPAKEHHBIX META0OJUYECKUX HAPYIICHUH, IUArHOCTUYECKHH TOMCK
Cy)KaeTcs JI0 psiia HACIEJACTBEHHBIX HapyIIeHWH OOMEHa BEIECTB, B YACTHOCTH JpYyrue (HopMbl
OPraHWYECKUX aluJAeMuid  (MPOMHOHOBAs, METWJIMAJIOHOBAasl AaIMJIEMUU), HACJIEICTBEHHBIX
aMuHoanuaonatu  ((peHUWIKETOHYpHs, OOJIe3Hh  KIEHOBOTO  CHUpOMA, TOMOIIUCTHHYPHS,

THPOSHHEMHs), HapyleHWs WIKIA CHHTE3a MOYEBHHBI, Hapymemne P-OKHUCICHUS sgpprpx
KHCJIOT, TANAKTO3EMHUIO U JIPYTHE.

2. [narHocTtuKa 3aboneBaHMA WU COCTOSAHUA (rpynnbl 3aboneBaHUMW Wnu
COCTOSIHMA) MeAULMHCKME TOKa3aHMA U MNPOTMBOMOKAa3aHMA K MNPUMEHEHUIo
MeToA0B ANAarHOCTUKU

HuarHoctuka VBA oOCHOBaHa Ha aHaiW3€ POJOCIOBHOM, OIIEHKE JJAaHHBIX AaHaMHE3a,
KIIMHAYECKUX TPOSIBJICHUM, MOATBEPKAaeTCd OMOXMMHYECKMMHU METOoJaMu (TaHJAeMHash Macc-
CIEKTPOMETpPHs, AMUHOKUCIOTHBIM aHalu3, Tra3oBas Xpomarorpadus-mMacc-CIeKTpOMeTpus) u
MOJIEKYJISIPHO-T€HETUYECKUM HcciegoBanueM resa [VD.

Heonaransnas u panass ¢opma MBA nuarHocTUpyercs Ha MEPBOM TOAY JKU3HU peOCHKa
IIyTEM CEJIEKTUBHOIO CKPUHMHIA, KOTOPBIA NMPOBOAMUTCS y MIIAJICHLIEB W3 IPYHIbl PUCKA U MPH
MOSIBIICHUH KIMHHYECKUX CUMITTOMOB [14].

2.1. Xanoo6bl U aHaMHe3

[Ipu cbope anamHe3a U KanoOd HEOOXOAMMO OOpaTUTh BHUMAHHE Ha CIEAYIOIINUE >KaJoObl 1
aHAMHECTUYECKUE COOBITUSL:

- OTSITOILIEHHBIN ceMeWHbI aHaMHe3 (HallnyKhe B ceMbe nanueHta ¢ MBA, ciydaeB BHE3arHOM
CMEpTH JieTell B paHHEM BO3pacTe)

- BHE3AITHOE YXY/IIIEHHE COCTOSHUS Ha (hOHE MOJIHOTO 370poBbs uiu OPBU,

- HapylIIeHHs BCKapMIIMBAHMUS,

- YacThIe CPHITMBAHMSI/PBOTA;

- YTHETEHHUE CO3HAHMUS;

- BSUIOCTB, CNTa00CTh, COHJIMBOCTH;

- CyI0pOry;

- OecnokoifHOe MoBeIeHHE, MIIAKCUBOCTb;

- TIOBBILLIEHHOE TIOTOOT/IEJICHUE;

- MBIIICUHYIO TUTTOTOHUIO/MBIIIIEYHBINA TUIIEPTOHYC;

- HETIPOU3BOJIbHBIE/HACUIILCTBEHHBIE JIBHKECHUS;

- OCTPBIN/XpOHUUYECKUI TTAaHKPEATUT

- HapyIlIeHHE CEepJACYHOr0 pUTMa

- 0co0bIH 3amax "ceIpa", "MOTHBIX HOT" OT Tena

Havano 3a0oeBaHus B IETCKOM BO3PACTe MOXKET OBITh CBSI3aHO CO CIEAYIOUTUMU (HaKTOPaMHU:
- ynotpebaeHue O00JBIIOro KOJNYeCTBa OEKOBOM MUIIN
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- JUTMTEJIBHOE TOJIOJJAHWEe, HEOTpAaBIaHHBIC OTPAHUYCHUS B JMETE, HU3Kas KaJOPUHHOCTH
MUIIEBOTO paIloHa,

- UHTEPKYPPEHTHBIE  pECIHpATOPHBIC WM  SKEIYyJOYHO-KHIICYHbIE HH(PEKINOHHbIC
3a00JIEBaHHUS;

- OHepaTI/IBHI)IG BMCIIATCJIbCTBA,

- (1)I/I3I/II-IGCK21$I HNJIA IICUX0OOMOIOHAJIBHAA Hany3Ka.

2.2. dDnsnkanbHoe obcnegoBaHue

IIpu ocMoTpe HEOOXOAMMO OOpATUTh BHUMAHUE Ha CIEAYIOIIME OCHOBHbIE KIMHUYECKHE
nposisienus [4, 5, 9, 15, 16]:

HEOHATaJIbHBIN IEPUO

- CPBITHBAHUs/PBOTA, OTKA3 OT €JIbI;

- 3aJiep’KKa (U3UYECKOTO Pa3BUTHS,

- 3aJIep’)KKa MOTOPHOTO Pa3BUTHUS,

- BSJIOCTh, COHJIMBOCTH;

- YTHETEHHUE CO3HAHUS,

- MBIIIIEYHAs! TUTIOTOHUS/MBITIIEYHBI TUTIEPTOHYC;

- TUPaMUIHBIC HApYIIEeHUS (TTOBBIICHUE CYXOXKUIBHBIX PEQIIEKCOB);
- DKCTpaNUpPaMHUIHBIC HApYIIEHUS (Pa3IUIHbIC THUITHI TUTIEPKUHE30B, MBIIIICYHAS TUCTOHUS);
- TpeMop;

- CyJIOpOTH;

- 0CcoOBIi 3amax "cpipa, "MOTHBIX HOT'" OT Tena

JIETH TIEPBBIX JIET KU3HU

- 3MM30JMYECKHU BO3HUKAIOIIAs PBOTA;

- 33/Iep>KKa TICKXOMOTOPHOTO U IICUXOPEUYEBOT0 PA3BUTHS;

- U3MEHEHHE MBIIIEYHOTO TOHYca (MbIII€YHas! TUITOTOHUS/MBIILICYHBIN THUIIEPTOHYC);
- IepuoInYecKas aTakcHsi, TPEMOp;

- Cy1I0pOry;

- 0coOBIi 3amax "cpipa, "MOTHBIX HOT'" OT Tela.

2.3. llabopaTopHble AMarHocTu4yeckme nccrnenoBaHus

- PekomentyeTcs manueHTaM M3 TPYIIbI PUCKA U TPU TOSBJICHUU KIMHUYECKUX CHMIITOMOB
VBA mnpoBeseHHE TaHIEMHOM Macc-CIEKTPOMETPUH, JJIS ONpPEICIICHUS COJCpKAaHUS B IUIa3Me
KPOBH WJIM BBICYIICHHOM IISTHE KPOBHM AaMHHOKHUCIOT W amikapHutuHOB (KomruiekcHoe
OTpE/IeICHUEe KOHIICHTPAIMM aMHUHOKHCIOT W aI[MJIKAPHUTUHOB B KPOBU METOJOM TaHICMHOMN
Macc-CIEeKTPOMETPUH) C LIENbI0 YTOYHEHHs Auartosa [ 7, 17, 19].

VYpoBeHb yoeauTenbHoCTH pekoMenaauii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

Kommenrtapuu: mnpu HWBA  HaOmromaeTcss TMOBBIIIEHHE B KPOBU  KOHIEHTpPALUU

n3oBanepunkapauTua (C5), yacto nmossimeHbl cooTHomeHue C5/C2 u mHOTrAa ypoBEHb TIIHMIIMHA
[20].

- PekomentyeTcst manueHTaM U3 TpYNIbl pUCKa U NMPU HOSBICHUN KIMHUYECKUX CUMIITOMOB
VIBA KOMIUIEKCHOE OIpeJeNeHHe KOHLEHTpAlMd OpPraHWYecKUX KHUCIOT (M30BajepuaHoBasi, 3-
TUAPOKCUU30BAJIEpUAHOBAsI KUCIIOTA, 4-THAPOKCUN30BaJIEpUaHOBas KUCIO0Ta, H30BAJIEPUIITIINLMH) C
LEINBIO TOATBEPKIeHNs fuarHo3a VBA [18].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KommenTtapuu: 3anono3puts BA u paccmorpers Bompoc o npoBeaeHun TMC cnenyer B
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CIICAYIOMNX ciaydasx [14]:

- MalUEHTHI JII000ro BO3pacTa U3 ceMeil, MMEIOMUX MAIMeHTOB C JJaHHBIM 3a0o0sieBaHuEeM (B
NIEPBYIO O4Yepe/ib, OpaThsi U CECTPHI MALIUEHTA);

- JIETU NEPBBIX HENEIb U MECALIEB KM3HHU, Y KOTOPHIX IOCIE HEKOTOPOIro Iepuoja (MHOraa
OYCHb KOPOTKOI'O, B TCYCHHUEC HCCKOJIbKUX CYTOK) YAOBJICTBOPUTCIBHOI'O COCTOSHHA ITOSABUIIMCH
PpBOTA, OTKa3 OT €/1bl, JICTAPIruia, ruIiOTOHUA, CyJOpOIru, KOMa, MeTa00INYECKUI alna03, KETOHYPU,

- ITalMCHTHI JII000T0 BO3pacTa C MOBTOPHBIMH IIPUCTYIIAMH PBOTHI, BAJIOCTH, COHJIMBOCTH,
THUIIOTOHHUH, KETOAIK 1034,

- MNalydeHThI, OTCTAOINWEC B ICUXOMOTOPHOM pa3BUTUHU, C BHHHGHCHeﬁ, HapymcHUCM
MBIIIIEYHOTO TOHYCa, KPOBOM3IHMSIHUAMH B  MO3T, TYOYNApHOW JAUCHYHKIUEH, OCTPHIM
MIaHKPEaTUTOM.

B Moue manueHToB BBISBISIOT NOBBIIIEHHE KOHLEHTPALMU HM30BajJepUaHOBON KHUCIOTHI, 3-
TUIPOKCUU30BAIEPUAHOBON KUCJIOTHl U HM30BajepwiIriauiuHa. Kpome Toro, B Mouye MOryT
MIPUCYTCTBOBATh 3-THAPOKCUMACISHAS, 3-THAPOKCUU3OMACTSHAS, 2-METHII-3-THIPOKCHUMACIISTHAS
KHUCJIOTBI, OTPAXKAIOLINE COCTOSIHUE KETO03a.

Heob6xo1umMo ¢ 0cTOpOKHOCTBIO OTHOCUTBLCS K MHTEPIIPETAllMU TaHHBIX Noka3aTenel. B psne
CllydaeB NUBAJOWUI-KapHUTUH, MPOU3BOJHOE AHTHOMOTHKOB U KOCMETUYECKUX CPEICTB
(3MOJIEHTOB), COJEpXkallUX MHBAJMHOBYIO KHCIOTY, MOET OBbITh OHIMOOYHO TPUHAT 3a
M30BaJICpHIIKApHUTHH 1ipu nipoBeaeHun TMC obpa3siia kposu [5, 21, 22].

Takxe MOBBINIEHHUS] KOHLEHTPALUM OPraHMYECKHUX KHUCIOT B Moue (M30BajepuaHOBOM, 3-
TUIPOKCUU30BATIEPHAHOBON KHCIOT M M30BAIECPWITNIMLIMHA U JIp.) MOXKHO OMNPEIENsATh METOAO0M
ra3oBoii xpomarorpaduu-macc-cekrpomerpuu [3, 5, 23].

- [larueHTaM C BBISIBJICHHBIMH M3MEHEHHSIMH TI0 JIAaHHBIM TaHJIEMHOW MacC-CIEKTPOMETPUH,
XapakTepHbIMH i1 WBA, aid  TOATBEpXKIEHWS  JOUarHo3a MW MEAWKO-TEHETHYECKOTO
KOHCYJIbTHPOBAHHUS PEKOMEHIYETCsl TMPOBOJAUTH MOJEKYISIPHO-TEHETHYECKOE WCCIICIOBAaHNE C
nenpto BeIIBIACHUS Myranmmid B reHe IVD (Kommeke wccnemoBaHuid uisl  AHArHOCTUKH
opranuveckux anuaypuii) [4, 7, 20, 24, 25].

VYpoBeHb yOeAUTENBHOCTH PeKOMeH1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 3)

KommeHnTapun: ¢ MOMOIIBIO CTaHIAPTHBIX MOJICKYISPHO-TEHETUUYECKHX METOJIOB MPOBOJIAT
uccienoBanue rena [IVD, otBeTcTBeHHOTO 32 pa3Butue MBA.

IIpoBeaenue JIHK-mmarHocTuku moka3aHo Jyisi MPEHATaJbHOW WM MPEUMILIAaHTAIMOHHON
JMAarHOCTHKH I10 MOKa3aHusaM [26].

- PekomeHI0BaHO BceM MaleHTaM ¢ Nojo3peHreM Ha MBA, a Takke ¢ MOATBEPKICHHBIM
nuar€o3oM MBA mpoBecTH MccieIOBaHUE KUCIOTHO-OCHOBHOTO COCTOSTHHMSI TSl OIICHKH ypoBHs pH
(UccnenoBanue ypoBHs Bojopoanbix noHOB (pH) kpoBu, HccrnenoBanue ypoBHsSI OydepHBIX
BEIICCTB B KPOBH) 3JICKTPOJUTOB KPOBH (HATPUH, KWW, XJIOP) JUIS JTUATHOCTUKU U KOHTPOJIS
MeTa0OJIMYECKOr0 alM03a, OICHUTh COJACPKAaHHE aMMHAKa B KpPOBH, HCCIICOBAHUE YPOBHS
MOJIOYHOW KHCJIOTBI B KPOBH (JIaKTaTa), TJIFOKO3bI B KPOBHU, OOHAPY)KEHUE KETOHOBBIX TEJ B MOYE U
B KPOBH C II€JIbI0 CBOEBPEMEHHOW KoppeKIuu Tepanui [ 26, 28, 29, 30].

VYpoBenb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMmMeHTapun: xapakTepHOi 0COOCHHOCTBIO OPTaHUYECKUX allMAeMUuid, B TOM uncie u MBA,
SBJISETCS METAa0ONUYECKH alua03 C YBETMYEHHBIM aHUOHHBIM HUHTEpBajoM (>= 16),
TUNIepaMMOHHUEMHS], TUTIEPKETOHEMUS U KETOHYPH S, TIOBBIIICHUE JIAKTaTa B IJIa3Me KPOBH.

- PCKOMCH,Z[yeTCH IMPOBCACHUC 06]1161"0 (KHI/IHI/I‘-ICCKOI‘O) aHaJIn3a KpPOBH PpPaA3BCPHYTOTO
(FCMOFJ'IO6I/IH, KOJIMYCCTBO OSPUTPOILUTOB, LIBETOBOI1 IIoKa3aTcjib, KOJINYCCTBO JICI>'IKOLII/ITOB,
TpOM6OI_[I/ITOB, J'ICI\/'IKOLII/ITapHa}I (bopMyna U CKOpPOCTb OCCHaHHA 3pI/ITp0LII/ITOB) nmanmueHramMm ¢C
KIIMHUYCCKUMU TIPOSABIICHUAMU HUBA A1 OHCHKM OCHOBHBIX IIApaMCTPOB KPOBCTBOPCHUSA U
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HAJIMYKsI BOCHIAJIMTEIbHBIX IIpotieccoB [4, 26, 29].
YposeHb yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNIbCTB — 4)
KomMmeHTapuii: HUCCleOBaHHE MPOBOIUTCS B MpPOIECCE JUHAMHYECKOTO HAOJIFOICHHUS,
94acTOTa ONPEACISICTCS HHIUBHIYaTbHO.

- Pexkomenayercs mnanMeHTaM C KIMHUYECKHUMU TposiBaeHusiMu HMBA  mnpoeneHue
OMOXMMHYECKOTO aHan3a KPOBU OOIIETEparieBTUIECKOro (TJIF0K03a, OOmuMii OeloK, OCKOBBIE
¢bpakuuu (UccieoBaHNE YPOBHS adbOyMHHa B KPOBH, ONpEACICHHE aTbOyMUH/TIIOOYIMHOBOTO
COOTHOIIEHUS B KpOBHM), OOIIWi, CBS3aHHBIH W CBOOOJHBIA OWIMPYOWH XOJECTEPHH,
TPUTJIMLEPUBI, JIMIONPOTEHIBI HU3KOM M BBICOKOW IUIOTHOCTH (HMCCIEIOBaHWE YPOBHS
JUTIONPOTENHOB B KPOBM), IHIenovyHas Qocdaraza, ramma-TIoTamuwiITpancdepaza, KpeaTHHUH,
MOYEBHMHA,  [aHKpeaTHMyeckas  aMuiasa, JMmnas3a,  ajlaHuHamuHoTpaHcdepaza  (AJIT),
acnaptaramuHoTpancdepaza (ACT), kampuuii 0oOmMMIA W WOHWU3WPOBAHHBIM, HATPHUM, KU,
Heoprannueckuit pocdop, C-Pb) Kommnekc ncciaenoBanuit aist AMarHOCTUKU Kene301ePUITUTHOM
aHeMHH (JKeJIe30 CHIBOPOTKU KPOBHU, (DEPPUTHH, UCCIIEJOBAHHE HKEJI€30CBA3BIBAIOLIEH CTOCOOHOCTH
CBIBOPOTKH), Ui OIEHKH (DYHKIIMOHAIBHOTO COCTOSHHSI BHYTPEHHHX OpIaHOB, HAJIHUHUS
MH(EKINOHHBIX OCIOKHEHHUI ¥ HYTPUTUBHOTO cTaTyca nanuenra [4, 31, 32].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

2.4. MHCTpYMeHTa.ﬂbeIe AnarHoctu4yeckme nccriegosaHus

- PekoMeH10BaHO MaIMeHTaM ¢ KIMHUYECKUMU MPOsIBIEHUIMU VIBA B OCTpBIif ieproa u/uimm
NP  HAJTWYUU HEBPOJOTHYECKON CHMIITOMATHKH, TPOBEICHHE KOMIBIOTEPHOW TOMOrpadun
TOJIOBHOTO MO3ra W/MJIM MAarHUTHO-PE30HAHCHOM ToMorpaguu TOJIOBHOTO MO3ra C LEJbI0
BBISIBJICHUS] KOPTUKAJIBHOW aTpouu, paclIupeHHs >KeTyJOYKOB MO3ra, 3aJepKKH MUEITUHU3AINH,
HapYIICHH B 001acTH Oa3aIbHbBIX TaHTJIKEB, JMATHOCTHKH OTeKa rojoBHoro mo3ra [33, 34, 35].
Yposeus yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)
KomMmenTapuu: Hapko3 u KOHTpacTUpOBaHUE 10 MTOKA3aHUSIM.

- Pexkomennyercs mpoBeneHue siekrposnnedanorpadun (331 mamumentam ¢ MBA mpu
HaJIMYUU HEBPOJIOTUYECKOW CHMIITOMATUKH JJIS1 BBISIBICHUS SMUICNTU(POPMHON aKTUBHOCTH (IIpU
JIMAarHOCTHKE M Jajice P HAIMYKMU CYIAO0POKHOTO cuuapoma) [59, 67, 68].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMmenTtapuu: B ToM uncie 931" ¢ BUI€OMOHUTOPHUHTOM.

- PexoMeHIOBaHO mMalNMEHTaM C KJIMHUYECKUMHU TposiBieHussMu MBA  perucrpanus
anekrpokapauorpammsl (OKI'), sxokapauorpadus (9xoKI') ¢ menpro UCKITIOYeHHS/ IO ATBEPKIACHUS
MATOJIOTHH CEPACYHO-COCYTUCTOM cucTeMbl [36].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaiui C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 3)

KommeHTapuii: mpu MeTaboJIMYeCKHX HApYIICHUSX CO CTOPOHBI CEPJACYHO-COCYIMCTOM
CHCTEMBI MOTYT HAOJIFOJaThCS KAPIMOMHOTIATHS, HAPYILICHUS CEPACYHOTO PUTMA.

- PexoMeHnoBaHO malMeHTaM C KIWHUYECKUMH TMposiBIeHussMH WBA yibTpasByKoBOe
UCCIIeIOBAaHUE OPTaHOB OPIONIHON MOJIOCTH (KOMIUIEKCHOE) C LENbI0 UCKITIOYSHHS/TIOATBEPKICHUS
MOpaKSHUS MO KETYI0uHOM sxene3sl [11, 12, 13].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

- PexoMeH0BaHa ManMeHTaM C KIMHUYECKMMM NposiBiIeHUsMH VMBA mo mokaszaHusMm (mpu
HINYUM KIMHUYECKUX MPU3HAKOB aTpo(uu 3pUTEILHOTO HEpBa/>Kano0d Ha HAPYILIEHUS 3pEHHS) —
o(TaIbMOCKOTIHUS € TETBIO UCKIIIOYEHUSI/TIOATBEPIKICHUS aTporH 3puTeNIbHOTO Hepsa [3, 37, 65].

VYpoBeHb yoeauTenbHOCTH pekoMmeHaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKa3aTENbCTB — 4)
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2.5. UHble gnarHoctu4yeckme nccrieqoBaHus

- Pexomenmyercs ywactTieé B JUAarHOCTUKE W  BEICHWHM MalMeHTOB C MBA
MYJIbTUAUCIUILUTMHAPHONH KOMAaH/IbI CIICIIMATIMCTOB BBUY TOTO, YTO 3a00JICBAaHUE XapaKTEPU3yeTCs
MOPAKEHUEM MHOTHUX OpPraHOB M CHCTEM, TpeOyeT KOMIUICKCHOW Tepanmuu, YTO JUKTYET
HE00XOAUMOCTh COBMECTHOTO BE/ICHHS MAI[MCHTA CIICIIUATUCTAMU Pa3HbIX mpoduieit [65].

YposeHs yoeaurenbHOCTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

Kommenrtapuu:

Bcem mamumentam ¢ MBA mpoBomsaTcs mpuemMbl  (OCMOTpBI) Bpada-TieauaTpa/Bpada-
TepaneBTa/Bpaya oOmiel mnpakTuku (ceMeiiHoro Bpada) (TEepBUYHBIE W MOBTOPHBIE) NIpU
JMArHOCTHKE, W B JMHAMHYECKOM HAOIOJCHUU C IEIBI0 OIICHKU OOIIEro COCTOSHUS, MPOBEICHUS
Teparuu, y4acTrs B Ha3HAYCHUN U TIPOBEIACHHUH JICUEeOHO -PeadnINTAIIHOHHBIX MEPOTIPUSTHH.

Bcem mammentam ¢ UBA mpoBoasTCs mpueMbl (OCMOTPBI, KOHCYJIBTAIIMN) Bpada-HEBPOJIOTa
(mepBUYHBIC W TIOBTOPHBIC) IS yTOYHEHHS TspkecTH mopaxkenus [[HC u ompenencHus] TaKTHKU
JeueOHO-peadMITUTAIHOHHBIX MeponpusaTHii [3, 4, 5, 9, 15, 39].

Bcem marmuentam ¢ MIBA mpoBoasTCS TpHeMbl (OCMOTpBI, KOHCYJIBTAIMN) Bpada-IHeTosIora
(mepBUYHBIE ¥ TIOBTOPHBIE) WJIM Bpada-TEGHETUKA JUIS HA3HAYCHHUS IMaTOTCHETHYCCKOH
JTMETOTEPAITMH U JIajiee MTPU HEOOXOIUMOCTH C IEJIbI0 KOPPEKITUU TUETOTEPAITHH, OCYIIeCTBICHHS
KOHTPOJIA 3a ee cobmoaeauem [4, 9, 31, 39].

[Tanmentam ¢ mogo3penuem Ha MBA, mpoBoauTcs mpreM (OCMOTpP, KOHCYJIbTAIlMs) Bpada-
TeHEeTHKA I YCTAHOBIICHUS JIUArHO3a; IMAllMeHTaM C YCTAaHOBJICHHBIM JUarHo3oM MBA u; ceMbsM,
HUMEIOIIUM POJICTBEHHUKOB ¢ IBA — 1115t IuTaHupoBaHus aetoposkaeHus [9, 27, 37].

[Ipn mopo3peHUM/HAMYNKM y TAaIleHTa MATOJOTUU OpraHa 3pEHHUsl MPOBOJSATCS MPUEMbI
(0CMOTpBI, KOHCYJIbTAIIMH [TIEPBUYHBIC M TOBTOPHBIE) Bpada-odTansmosiora [3, 9, 37].

[Ipn mnono3peHun/HANUYUU Yy TAalMeHTa MAaTOJOTUU CEepACYHO-COCYIUCTON CHCTEMBI
MPOBOJATCS  MpHEeMbl  (OCMOTpPBI, KOHCYJIbTAllMM MEpPBHYHbIE U  IOBTOpPHBIE) Bpadya-
KapauoJiora/Bpaya — 1eTckoro Kapauoiora [40].

JUis  TUlaHMpOBaHMA MHAMBHUIYaIbHOM  peaOMIIMTAlMOHHON MPOrpaMMbl  IMCHUXOJOro-
MeJaroruyeckoil MOJAEePKKU NalMeHTaM M HMX CEMbSM MPOBOIATCS MpuUeM (TEeCTHUpPOBAHHE,
KOHCYJIbTAIIMS) MEIUIIUHCKOTO IICUXO0JIOTa U JIorornena-aeeKxToiora (IepBUYHbIe U TOBTOPHbIE) [9,
39].

[Ipn HeoOX0IUMOCTH B IMpOLIeCCe TUATHOCTUKU U JICYCHUS YYaCTBYIOT APYrue CIEeUaINCTBhI,
B T.4., HAIIpUMeEp, Bpad — aHECTE3HOJIOT-PEaHUMaTOJIOT.

3. JleyeHne, BKNYas MeOUKAMEHTO3HYKH) UM HeMeAUKAMEHTO3HYK Tepanuu,
AvetoTepanuio, o6e3bonnBaHne, MeaULMHCKME MOKa3aHUA U NPOTUBOMNOKa3aHUs K
NPUMEHEHUI0 MeTO40B fleYeHuns

3.1. KoHcepBaTuBHOE ne4yeHue

Tepanus npu VBA HampaBieHa Ha NpeJOTBpalleHHE MeTa0OJUYEeCKOM JEeKOMIIeHCAIH
(MeTaboIMUYecKoro Kpusa), CHH)KEHHE 0Opa3oBaHus H30Bajepuii-KoA M HakoIIeHHs TOKCHYHBIX
MeTabOJUTOB, C 0OecreueHHeM MpPOIEcCCOB aHab0IM3Ma, HOPMAJIbHOIO POCTa U HYTPUTHBHOTO
cTaryca.

3.1.1. AneToTepanun

OcHoBHEBIC MIPUHOUIIBI CHeLIHaJII/ISI/IpOBaHHOﬁ AUCTOTCpAIINU BKJIHOYAKOT:
- OI'paHUYCHUC Oenka HaTypaJbHBIX TIMUHICBBIX MPOAYKTOB C TECJIbKO CBCIACHUA K
HCO6XO,[[I/IMOMy MHUHUMAJIBHOMY TIOCTYIUICHUC B OpPraHU3M aMHUHOKHUCIIOTHI JIeHIuHa. I[J'IH JeTen
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MEPBOTO TOJYTOAWs OKM3HH OTPaHWYCHHE pACIPOCTPAHSIETCS HAa MATEPUHCKOE MOJIOKO,
aJlaTUPOBAHHBIE MOJIOUHBIE WJIM COEBBIE CMECH, [UIS JIET€H BTOPOTO MOJIYTOAMS KU3HHU U CTaplie —
3alpeT Ha BBEJACHUE B KAueCTBE MPHUKOPMa BBHICOKOOETKOBBIX MPOIYKTOB (Msica, PbIObI, TBOPOTA,
S, MOJIOYHBIX MPOJTYKTOB, O0OOBBIX U T.11.);

- oO0s3atenpHas ~ KomreHcanus — jgedunmMra  OeIka 32 CYET  HCIOJIb30BAHHSA
CTIEIUAIM3UPOBAHHBIX CMECeld Ha OCHOBE aMHHOKHCIOT O€3 JIeHIIMHA, COOTBETCTBYIOIIUX
BO3PACTHBIM TIOTPEOHOCTSIM peOCHKa B OCHOBHBIX TNHINEBBIX BEUIECTBAX M SHEprud. B Hauame
JICYEHUS U B MEPUOJ META0OIMYECKUX KPU30B B TeueHue 24-48 vacos (He Oosiee!) Mcmonb3oBaTh
TOJIBKO CIICIUAIN3NPOBAHHYIO CMECh aMHHOKHUCIIOT Oe3 JICHINHA;

- o0ecriedeHUe JIOCTaTOYHOH OSHEPreTHYECKOW IIEHHOCTH palMoOHa IS  TOJICPKAHUS
MPOIIECCOB aHA0OIM3Ma U TIPEAOTBPALICHUS aKTHBALIMU KaTa0O0IN3Ma;

- obecrieueHne MaeHTa J0CTaTOYHBIM KOJIMYECTBOM JKUAKOCTH;

- IpoOHBIE KOpMIICHHUsI 0€3 JITUTETbHBIX MEePEepPHIBOB BO M30€kKaHUE TOJIOAaHuUs, OCOOCHHO Y
JIeTel TPYIHOTO ¥ PAHHETO BO3pacTa;

- 00y4eHHe poAWTENeH MpaBUiiaM OPraHU3alluU JUETOTEPAINN B MEXKIIPUCTYITHBIA TIEPHO] U
B [IEPUOJT YIPO3BI METAOOTHMUECKOTO KPHU3a.

- Pexomen10BaHO BCEM MaMEHTOM C MOA03peHHEM Ha MIBA orpaHHYMUTh MOCTYIUICHHE OeliKka
(B TOM uucie 0 MOJY4YEeHHs JIaODOpaTOPHBIX PE3yNIbTAaTOB, MOJITBEPKIAIONIMNX 3a00jieBaHUE) C
[ENBI0 KOPPEKIIMH META00IMUECKIX HApYIICHUH W MPENOTBPAIICHHUS Pa3BUTH METa00IMYECKOTO
kpu3a [31, 32, 39].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

Kommenrtapun: [lockonbky pa3BuTHE METabOIMYECKOTO KpH3a MOXKET TMPUBECTH K
HeoOpaTHUMbIM HM3MEHEHHUSIM CO CTOPOHBI HEPBHOW CHCTEMBI, Mpu nojao3peHun Ha MBA ciemyet
cobpaTe Owomarepuan i MPOBEACHUS OWOXMMHYECKOTO TECTHPOBAHHUS M 3aTEM IIEPEBECTH
ManueHTa Ha BCKapMJIMBaHUE C HU3KUM coJiepKaHueM Oeska (MUHUMAaNIbHBIM 0e30MacHbIi ypOBEHb
Oenka mpeacTaBiieH B mpuiokeHuH A3.4 Tabmuiel N 1-3) mpu 3TOM 00€CHEUHTh JOCTATOYHOE
KOJIMYECTBO KAJOPUM C Iedpl0 MpeloTBpalleHuss KaTabonu3ma (MUHUMAIbHBIA CyTOYHas
KaJIOPUHHOCTh MUTAHUS TpeacTaBiieHa B mpuiokeHnn A3.4 tabmuma N 4). Jlna neredt mepBoro
MOJIYTOAMSI JKU3HM TPUMEHSIETCS TPYyIHOE BCKapMJIMBAHHE WM BCKapMJIMBaHHE JIETCKUMU
MOJIOYHBIMH CMECSIMH C HHM3KHM cojaepxkanuem Oenka (1,2-1,3 1/100 M BOCCTaHOBJIEHHOTO
MPOJIyKTa), IJs JeTeil crapiie 6 MecsleB — HCKIIOYEHUE BBICOKOOEIKOBBIX MPOAYKTOB (MSICO,
TBOPOT, pbIOa) W3 panvoHa. buoxumuyeckwe TeCThl MPOBOAATCS B TedeHue 3-7 1HEH, a
MOJIEKYJISIPHO-TEHETUYECKHE HCCIEeIOBaHUSI MOTYT MOTpeOoBaTh OKoyio 2-3 Henenb. [loaTomy,
HE00X0IMMO YTOOBI B 3TOT MEPHO] peOCHOK HAXOAUIICS HAa HU3KOOETIKOBOM TueTe.

- PexoMeHIoBaHO TOCIE MOATBEPKICHHS TUarHo3a BceM manueHTam ¢ MBA orpanuucHue
Oelka HATypallbHBIX IHIICBBIX IMPOJYKTOB C IENBI0 CBEJICHUS K HEOOXOJUMOMY MHHUMYMY
MOCTYIUICHHE B OPraHu3M aMHHOKHUCIOTHI — JIGHIIUH C Y4YeTOM MHMHUMAIIBHOW CYTOYHOU
OTPEOHOCTH, C IEIBI0 CHIDKCHHSI 00pa30BaHus TOKCHUHBIX MeTabouToB [31, 32].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu: 1 r Genka conepkut npumepro 50-80 Mr jeifiHa u o6ecrieuuBaeTcs 3a cueT
HU3KOOEIKOBBIX MPOIYKTOB (OBOIIEH, (PPYKTOB, CHEIUATU3UPOBAHHBIX HU3KOOETKOBBIX KpPYI M
MPOJIYKTOB HAa OCHOBE kpaxmana). Koadduunent kouBepcun neiiimHa npeacTaBieH B MPUIOKEHUN
A3.5 Ttabmuna N 2. Crnenyer mnpuaepKuBaThCs (DU3HOIOTHYECKONW MOTPEOHOCTH B JIPYTHX
AMUHOKHCIIOTaX U HEOOXOJMMBIX HYTPUEHTaX A MPEeIyNpekIeHUs WX HEIOCTaTOYHOCTH U
noepxkanus anadonusma (Ilpunoxenne A3.4) [9].

benokx, HEOOXOAMMBIM  JUIsI  JOCTHKEHHS  PEKOMEHAYEeMOW  CYTOYHOH  HOPMBI,
COOTBETCTBYIOIIEH BO3pacCTy, JOJHKEH OBITh O0ecreueH 3a CueT aMHUHOKHCIOTHBIX CMECcei, He
colepKalux JeWnuH. Jlns KaxJoro NalMeHTa, JueTa PACCUUTHIBACTCS HHIUBUIYAIbHO. Y
MAIMEHTOB C PEIUANBUPYIONIEH CHUMITOMATHKOM, MpU OoJiee YacThIX AMH30/aX JACKOMIICHCAIIUH,
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MOXeET NoTpedoBaThcs 00Jiee CTPOroe OrpaHUuEHNE NMOCTyIUIeHH JieiinnHa. OHaKko u3-3a 0co060ii
POJH JICHIIMHA, 3aKIIIOYAIONICHCS B CTUMYJIMPOBAHUM CHUHTE3a O€liKa, MPH CTPOrOM OTPaHUYCHUU
JeflIrHa, BOBMOXKHO pa3BUTHE OO0YHOTO 3(phekTa B BHIE MOTEPU MBIIIEYHON MACCHI U JIp.
Crnenyer paBHOMEPHO pacHpeAessaTh OSIKOBYIO HATPY3Ky B TEUCHUE JTHS.
B Ilpunoxxennn A3.7 mpencraBiieH CYTOYHBIH HAOOp MPOAYKTOB JUIS JETEH JTOIIKOJIBHOTO
BO3pacTa C N30BAJIEPUAHOBOH allUJeMUEH.

- Ilocne nonarBepkJeHUs [uartHosa, nauveHram c VBA pexkoMmeHJi0BaHa KOMIIEHCAIUs
nedunmTa Oenka 3a CUET MCIOJIB30BaHUS CICIUATU3NPOBAHHBIX CMECe Ha OCHOBE aMHHOKHCIIOT
0e3 JIeHIIMHA C LeIbIO MO ICpIKaHUsl HYyTpUTHUBHOTO craryca [31, 32, 39].

YposeHs yoeaurenbHOCTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMMeHTapuii: B nepBble MECSIbl dKU3HU €JUHCTBEHHBIM UCTOYHUKOM HaTypajibHOTO Oeika
CIIy’)KaT CHEXEHHOE >KEHCKOE MOJIOKO WJIM JIeTCKME MOJIOYHBIE CMECH, coJepaHue Oenka B
KOTOpBbIX HEe AOuKHO mpesblmarh 1,2-1,3 1/100 mMa BoccraHoBieHHoro mnpoaykra. CrexeHHoe
KEHCKO€ MOJIOKO WJIM MOJIOYHYIO CMECh COEIUHSIOT C HEOOXOJUMBIM  KOJUYECTBOM
CIELMAIIM3UPOBAHHOTO MPOIYKTa, PA3BEACHHOTO KUITIYEHOW BOJON WJIM CHEUUATbHOW BOJAOW IS
JETCKOTO TMHTaHUSA, HPU 3TOM O0O0mMi 00beM NUTaHUS JOJDKEH COOTBETCTBOBATH BO3PACTY
nanueHTa. Criennaan3upoBaHHBIM MPOAYKT AOOABISAIOT B KaXJbl mpuem nuinu. OpraHuzanus
IUEeTOTepanuu JeTeid crapiie roja umeer cBou ocobOeHHocTH. KommdectBo oOmiero Oenka
paccuuThIBaeTCSl MHAMBUIYaIbHO C Y4E€TOM BO3pacTa M Macchl Tela pebeHKa B COOTBETCTBHH C
BO3pAcCTHBIMU MOTpeOHOCTsIMU pebdeHka. IlepexoauTs co crnennaiu3upoBaHHON aMUHOKHCIOTHON
CMECH Ui JIeTel MepBOro roja *U3HW Ha CMECh JIs JIeTeH cTaplliero Bo3pacTa peKOMEHAYeTCs
MOCTEINEeHHO, B TeueHne 1-2 Hemenb. [Ipoaykt maercst npoOHO 3-4 pa3za B JIeHb AETSIM MIIAIIIETO
BO3pacTa, 2-3 pasa B JIieHb — JeTsAM crapiiero Bo3pacta. CoaepaHue )Kupa B IUETE TOJDKHO OBIThH B
npeaenax He MeHee 30-35% Cyro4YHOW KaJOPUHMHOCTH NHINM. [JIaBHBIM HMCTOYHUKOM KUPOB
SIBJISIFOTCSA Pa3jM4HbIE PACTUTENIbHBIE M CIMBOYHBIE TOIUIEHBIE MAacia. YTJIEBOJHBIA KOMIIOHEHT
JMEeThl KOMIIEHCUPYETCS 3a CUET OBOILEH, (PPYKTOB, COKOB, caxapa, a TakkKe KpaxMaocoaepiKaliux
npoaykToB. OOImiee KOJWYECTBO YIIEBOJOB JOJDKHO oOecreunBath 50-60% sHEpreTHdecKoit
LIEHHOCTU CyTOYHOTI'O PaIMOHA.

Heob6xonumo obecrieueHne nauenTa J0CTaTOYHbIM KOJIMYECTBOM KHUAKOCTH.

Bo wuszbexxanue pa3BUTHS THUIOTJIMKEMUU Ha3HA4YalOTCsl 4YacTble JPOOHBIE KOPMJICHHS C
MHTEPBAJIOM MEXy IpUeMaMHU MUK He 6oJjiee 2,5-3 4 B JHEBHOE BpeMs U He 0oJiee 4 4 HOUBIO.

Kputepuem sddexkTuBHOCTH  AMETOTEpanuM  SBISAIOTCA — MOJIOKHUTENbHAS  JWHAMHUKa
KIIMHUYECKUX CUMIITOMOB, ITOKa3aTesield roMeocTa3a 1 OMOXUMUYECKIX MapKEPOB METa00IMUECKUX
HapylIeHWi B KPOBM W MOYE, a UMEHHO CHMXEHHE YpPOBHS JiediHa B KpoBH (Hopma 50-160
MKMOIJIb/JT), CHIDKEHUE COJEPKAHUS 3-THAPOKCUU30BAIIEPHAHOBOI KUCIOTHI (HOpMa < 2 MMOJIb Ha 1
MOJIb KpeaTWHHHA) U u3oBanepwiriaunuaa (Hopma < 0,1 mmonp Ha 1 MoOJIb KpeaTUHUHA) B MOYE.
KonTtponupoBats 3pekTuBHOCT JieueHHs cleayeT He pexe 1 paza B 6 MecsueB s AeTed 10
roja, IJisl CTapiux jaereit — He pexxe 1 pasza B rox [9].

- PexomeHI0BaHO OrpaHMYeHHOE MOTPEOJSCHHNE AaMHHOKHCIOTHI JICMIMH C Y4eTOM
MUHUMAJbHON CYTOYHOU MOTPEOHOCTHU C IENIbI0 CHIKEHUS 00pa30BaHUs TOKCUYHBIX METa0O0JUTOB
[31, 32].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KoMmMeHTapuu: crenyer mNpUAEpKUBAThCS (PU3HOJIOTHYECKOW TOTPEOHOCTH B JPYTUX
AMUHOKHCIIOTaX U HEOOXOJMMBIX HYTPUEHTaX A MPEeIyNpekIeHUs WX HEIOCTaTOYHOCTH U
noepxkanus anadbonusma (Ipunoxenne A3.5) [9].

[IpuMensitoTcss  cnenuanu3upoOBaHHbIE  MPOJAYKTHI, KOTOpPbIE B  HACTOSIIEE  Bpems
3apeructpupoBanbl B PO u BkitoueHsl B [lepeueHp crienualin3upoBaHHBIX MPOIYKTOB JIE4EOHOTO
NUTaHUA JUId  JeTe-uHBanuAoOB, corjacHo Pacnopsokenuro IlpaButensctBa Poccuiickoi
®enepanuu ot 7 aexabps 2020 N 3242-p.
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B Hagarne yneyeHus U B mepuo i MeTabOIMUECKUX KPU30B B TeueHue 24-48 gacos (He Ooutee!)
HCIIOJIb30BaTh TOJIBKO CHEIUATN3UPOBaHHYIO0 cMech aMHUHOKUCHOT ([Ipunoxxenne A3.6). Cnenyet
PaBHOMEPHO paclpeseNiaTh OEIKOBYIO HArPy3Ky B TEUEHHUE JTHSI.

B Ilpunoxenun A3.7 npeacraBieH CYTOUHBIM HAaOOp MPOIYKTOB Ul IETEH TOIIKOJIBHOIO
BO3pacTa ¢ M30BAJIEPUAHOBON alluIeMHUEH.

- PexomeH0BaHO BBOAWTH IPUKOPM MiaacHIam ¢ VIBA BBOAWUTH B TE€ K€ CPOKH, 4YTO M
3JI0POBBIM JIETSIM, B 4-5 MECSILIEB, C IEIbIO MOJICPKAHUS aJICKBATHOIO HYTPUTHBHOTO craryca [32].

VpoBenb yoeautensHOCTH pekoMeHaanuid C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTtapuu: ['1aBHOE OT/IMUME — OTCYTCTBHE B PAlMOHE BBICOKOOEIKOBBIX IPOJIYKTOB
npukopMa (Msco, AHI0, TBOPOT, KHCIOMOJIOYHBbIE MNPOAYKTHI M T.I.). B 3aBucumoctu oOT
HYTPUTHUBHOTO cTaTyca peOeHka W (YHKIHMOHAJIBHOTO COCTOSIHUS €ro >KelyJOYHO-KUIIEYHOTO
TpakTa B KadyecTBE IIEpBOTO IMPUKOPMa BHIOMPAIOT OBOILHOE IIOPE WM HU3KOOEIKOBBIE
0€3MOJIOUHBIE Kallli TPOMBIIIJIEHHOTO IIPOU3BOICTBA.

3.1.2. MeankamMeHTO3HOE nevyeHue

- PexomennoBano mnamueHtam c¢ VBA Ha3zHaueHue #lIeBOKapHUTHHA W HIIUMUUHA™* mpu
OTCYTCTBHHM MEAWIIMHCKMX IPOTHBOIOKA3aHWH JUISI YCHUJICHHWS  CBS3BIBAHHS ~TOKCHYHOTO
M30BaJICPIII-paIMKalia, KOPPEKIIMU BTOPHYHOI KapHUTHHOBO# HemoctaTtouHoctH [4, 31, 41, 60].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommMenTtapun: C TeNbIO YCWICHUS CBSI3bIBaHHMS META0OJMTOB JICWIIMHA W JIMKBUIAIAN
KapHUTHMHOBOW HEJOCTATOYHOCTH TMAIMEHTaM Ha3HA4aroT OOJbINHE N03bI #IeBOKapHUTHUHA. JleTn
paHHEero Bo3pacTa MoJy4daroT #1eBoKapHUTHH u3 pacdeta 100-150 Mr/kr Macchl Tena B CyTKH 3a 2-3
npuemMa, Aetu OoJiee crapiiero Bo3pacta — 60-80 mr/kr/cyr. Tepamusi TpoOBOIUTCS HEMPEPHIBHO.
# muuua™** o0namaer cocOOHOCTHIO 0OPa30BBIBATh KOHBIOTATHI C M30BAJIEPUAHOBOM KHUCIOTOH C
o0pazoBaHHEM H30BAJICPUITIIUIIMHA. PekoMeHmyemas nmosa #rourmuHa** 150-250 Mr/kr B CyTKH
nepopasibHO. Y JeTell cTapliero Bo3pacTa OHa B T€UEHHE UTUTEILHOTO BPEMEHH MOKET COCTaBIISATh
B cpeaHeM 60 MI/KT Macchl.

- He pekomeHIyeTcsi MCHONB30BaHUE NPENapaTOB/TPOIYKTOB, CONEpKAIUX OCH30WHYIO
KHACIIOTY M €€ IPOU3BOJHBIC, CAJTUIMJIOBON KHCIOTBI M €€ MPOW3BOJHBIX B TOM YHCIIE,
AIeTUIICATMIIMIIOBOM KUCIOTHI** B CBSI3M ¢ UX KOHKYPUPYIOIIMM JIeHCTBHEM ¢ n3oBaiepmii-KoA 3a
KOHBIOTaIMIo rmiHa [42, 43].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

KommeHTapumii: ciemnyeT OrpaHMYUTh HpUEeM OCH30WHOW W CAIMIIOBOM  KHCJIOT,
KOHKYpPHPYIOIUX ¢ u3oBaliepui-KoA 3a KOHBIOTAlMIO IIMIMHA. BeH30iHas KUCIIOTa BXOJIHT B
COCTaB MHOTHX (DPYKTOB U SITOJI, CJICJIOBATEIILHO YBEIUYCHHOE MOTPEOJICHUE JaHHBIX MPOJIYKTOB,
BEPOSTHO, UIPACT POJIb B Pa3BUTUU KpU30B. He cliegyeTr MCrmosp30BaTh MPOAYKTHI, B KOTOPHIX B

KauyecTBE NHILEBBIX J100aBOK (KOHCEPBAHTOB) MPUCYTCTBYIOT OeH3oiiHas kucinota (E210) u ee
npousBoansie (E209, E211-E219) [42, 43].

- PexoMeHzoBaHO marmeHTaM ¢ MBA mnpu Halu4ud BUTaMUHOAC(HUIIMTHBIX COCTOSHHUN
MPUMEHATh BUTAMHHBI M BUTAMHUHO-MHUHEPAIbHBIC KOMILJICKCHI B BO3PACTHBIX JO3MPOBKAX C
neueOHo¥ 1enbio [44].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrapun: Bo wu30exaHune TPOBOKAIMU SIHJICHTHYECKUX MPHUCTYIOB HOOTPOIIHBIC
MpernapaThl MPUMEHSIOT C OCTOPOIKHOCTHIO.
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3.2. JleyeHune B nepmon metabonm4yeckoro Kpusa

[Ipu yrpo3e WM B ciaydae pa3BUTUS METa0OJMYECKOTO KpH3a JICUCHHUE ODKHO HAYUHATHCS
HE3aMeIUTENBHO.

JleueOHBICE MEpPONPUATHS HANpPaBICHBl HAa NpeKpamieHne oOpa30BaHUS M HAKOIUICHHS
TOKCHUYHBIX OPraHU4CCKHUX COeI[I/IHeHI/If/'I " BBIBCACHUC MX U3 OpraHu3Ma. TakTnka JeueHus I[CTGﬁ B
nepuon KpHn3a BKJIFOUACT KOPPECKUOHIO AUCTOTCpAIInH, BBIBCJICHHUEC HaKallJIMBAarOIMINXCst
OpraHu4eCKux KHUCIIOT, KOPPCKUOHIO MeTa00JIMYECKOro anuao3a, rulcpaMMOHUCMHUU WM BOJHO-
QJICKTPOJIUTHBIX HapyHIeHI/If/’I, SHEPIreTUUCCKYIO IOAACPKKY MW CHMXXCHHUSA HWHTCHCHUBHOCTU
NpoIIeccoB Kartadbonm3Mma [45].

3.2.1. lmeToTepanua B nepmvoa Metaborimyeckoro Kpmsa

- PexomeH10BaHa 3KCTPEHHAs TOCIHUTANIN3AIMS NTauueHToB ¢ BA mpu yrpose uiu B ciydae
pa3BUTHUsST METa0OJIMYECKOr0 KpU3a C IENIbI0 HE3aMEeUIMTENIbHOTO TMPOBEACHUS WHTEHCHUBHOM
TEpaIuy M PEI0TBPAICHHS )KU3HEYTPOXKAIOIINX ocaoxHeHu# [31, 61].

Yposens yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommeHnTapuu: ¢aktopsl, cHOcoOHbIE CIIPOBOLMPOBATH META00INYECKUN KPH3:

- NpUeM THIIEBbIX OENKOB B KOJMYECTBE, MPEBBIIIAIONIEM TOJEPAHTHOCTh OpraHu3Ma
MalMeHTa;

- HeJloe/laHue, HU3Kas KaJOpUIHHOCTh PallMoHa;

- HMHTEPKYPPEHTHbIE  PECHUPATOPHbIE WU  SKEITYJOYHO-KUIIEYHblE HH(EKIMOHHbIE
3a00JieBaHUS U ApYyrue GakTopbl, KOTOPbIE MPOBOLUPYIOT KaTabOIN3M

- XUpyprudecke BMeIaTeabCTBa.

- PexomeHnmoBano BceM marueHtaM ¢ MBA B mepuoa MeTabOIMYECKOTO KpHU3a IOJHOE
WCKIIIOYCHHE M3 MHUTAHHS MPOJYKTOB HAa OCHOBE HATYpPaJIbHOTO O€lika M TMEPEBECTH Ha IMUTAaHUE
HCKIIOYUTENILHO CMEChI0 aMHUHOKHCIIOT Oe3 JeHIMHa, HO He Oosiee ueM Ha 24-48 yaca ¢ IEIbIO
CHIDKEHHS 00pa30BaHus TOKCHYHBIX MeTabomToB [61, 62].

Yposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIIbCTB — 5)

KommeHnTapuu: mpu HaJIMYMKA CPBHITMBAHWN, PBOTHI, OTKa3a OT €Ibl — KOpMJICHHE Yepes
HA30TaCTPaIbHBIA 30HA WM TracTpocToMmy (ycTaHoBka ractpoctomsl) [31]. CobOmromats pexum
JTPOOHBIX U YaCTBIX KOPMJICHHH C MPOMEXKYTKaMH MEX Ty KOpMIICHUsAMU 2-3 daca.

- PexomengoBano mammeHtraMm ¢ FMBA B MeraboJMYecKOM KpH3e  OO0CCIICYUTh
BBICOKOKAJIOPUIHOE IIMTAaHKS C IEIBIO IPeA0TBpalleHus Katabomusma [46, 61, 62].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KoMMeHTapuu: 53HEProleHHOCTh IMIMM W BBOJAMMOM JKHJKOCTH ITOBBIIIAIOT 3a CYET
HCIIOJIb30BAHUSI PACTBOPOB JEKCTPO3bI, IIFOKO30MOJIMMEPHBIX PACTBOPOB (MAIBTOJACKCTPHH) B
JOTIOJTHEHHE K CMECH Ha OCHOBE aMMHOKHCJIOT; pacueT MPOU3BOAUTCS HCXOI U3 KAJIOPUHHOCTH 1 T
yIJIeBOJOB = 4 KKaj, | T MaJbTOJCKCTPHHA NIPUPABHUBACTCS K | T YTIIEBOIOB.

- PexomengoBano uepe3 24-48 wyaca 1mocie OTMEHBI HATypalbHOTO Oenka (Tmepuon
MeTaboJIMYecKoro Kpus3a) mnaiueHTaM ¢ VBA MOCTENEeHHO BBOJAWUTH MPOJYKTHI, COJIEpKalline
HaTypaJlbHbIN O€NOK C IeNbl0 MpeJoTBpalleHus] KaTabonu3mMa M oOecreyeHus HeoOXOAUMBIMU
HyTpueHTamu [61, 62].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMenTtapuu: Oenku BBoaATCs M3 pacuera 1/4 HEoOXOAMMOro cCyToyHoro obbemMa — B
NepBbIid JieHb, 1/2 — Ha 2-3-i news, 3/4 — 3-4-ii neHb, Aanee B MOJHOM obOwveme. McTouHmKOM
HaTypaJlbHOTO Oenka JUIsl JeTed TEepBBIX IIECTH MECSIEB >KH3HU SBISETCS MAaTePUHCKOE
MOJIOKO/JIETCKasi MOJIOYHAsI CMECh, JIJISl IETEH BTOPOTO TOJIYTOAUS KU3HU — TAKKe HIU3KOOETKOBBIE
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MPOIYKTHI MPUKOPMA, IS ISTEH cTaplie roja — HU3KOOEIKOBBIC HATYPAIbHBIC TPOAYKTHI (KPYIIBI,
OBOIIHM, (PYKTHI, pacTUTEIbHBIC Macia) W CHEIHATM3HPOBAHHBIC HU3KOOEIKOBBIC MPOIYKTHI Ha
OCHOBE KPaxMaJIOB.

3.2.2. MegukamMeHTO3HaA Tepanusa B nepuog Metadbonmyeckoro Kpusa

- PexoMeHs0BaHO mammMeHTaM ¢ MeTaOONMYecKuM Kpu3oM Ha (oHe VBA yBenuuuTh
CYTOUHYIO 703y #1neBokapauTrHa 10 400 Mr/Kr/cyTKH (B 3 mpueMa) ¢ LeNbl0 YCHIICHUS CBSI3bIBAHUS
Y BBIBEJICHHS TOKCUYHBIX H30BalepUiI-pamuKaios [5, 46, 47].

VpoBenb yoeautensHOCTH pekoMeHaanuid C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KoMMeHTapuu: npeanodTuTenbHO BHYTPUBEHHOE BBeleHUE mpenapara. Ilpu sTom Moxker
MIPOUCXOJUTh YBEIMUYEHUE COJEpkKaHUs CBOOOJHOTO KapHUTHMHA B KPOBU BBIIIE HOPMAJbHBIX
3HAYEHUH, YTO paccMaTpUBAETCS KaK OJaronmpuATHBIN (akTop M HE CIYKUT OCHOBAaHUEM s
nepepeiBa TepanuH.

- PexomeHnpoBaHO mamMeHTaM ¢ MeTaboiIMuecKuM Kpu3oM Ha (oHe HBA yBenuuuTh
CYTOUHYIO A03y #riumuHa** 1o 250-600 Mr/kr (3a 4-8 IpUEMOB) C IEJIbI0 YCUIICHUSI CBA3BIBAHUS U
BBIBE/ICHUS TOKCHYHBIX M30BajepuiI-paaukanos [48, 60].

Yposens yoeaurenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMeHTapum:  Bpicokne 10361 IJIMIIMHA  TPEIOTBPAIIAOT/CHIDKAIOT  HAKOIUICHHE
M30BAJICPUAHOBOM KHUCIIOTHI B KPOBH NP TOCTYIUICHUH JICUIINHA, a TAKKe MPOJIOJDKHTEILHOCTD U
TSOKECTh CHUMITTOMOB BO BpeMsl HHTEPKYPPEHTHBIX 3a00JICBaHHIA.

Y manueHTOB OTMEYCHO JI0303aBUCHUMOC YBEIIMUCHUE BBIBEJACHHUS H30BAJICPHUTIIMIINHA, IO
KpalilHe Mepe, B OJJHOM cooOmeHnu yBennueHue no3el mmnuaa ¢ 300 mo 600 mr/kr/meHp Beca
Tejla MPHUBEIO K CHUKEHHUIO BBIBEACHUS W30BAJICPWIIMIMHA, MPEANOI0KUTEIBHO H3-3a
MHTHOMpOBaHUs TaUIKUHOM TuirH-N-anuaassr [60].

[Ipn ucnonb30BaHUM YKa3aHHOW 03Bl #IIUIMHA** MOBBIIIEHHE €r0 YPOBHSA B KPOBH TaKKe
HE SIBJISIETCS OCHOBAHWEM JJIsi OTMEHBI npenapara. CHUKEHHEe J03bl He0OXOIUMO MPH MOSBICHUI
HeOmaronpusTHOTO d3(dexkta B BUIE TOSBICHHS JIETAPTMM W aTaKCHH, OOYCIOBJICHHBIX
Ype3MEepHbIM HAKOTUIEHUEM TUIMIWHA, CHI)KEHHEM SKCKPEUUU H30BAJCPUIITIIMIMHA BCJEICTBUE
MHTUOUpOBaHUs ULIKH-N-aunassl.

- PekomennoBaHa KoOppekius MeTabOJIMYecKOTO aluo3a MHalHeHTaM C MeTabO0JINYeCKUM
Kkpu3oM Ha GoHe MBA ¢ 11e1p10 MUHUMH3AIMKA PUCKOB Pa3BUTHS KPUTUYECKOTO cocTosHus [45, 49].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMmMeHTapuu: anst KOppeKIuu MeTaboIMuecKoro aluao3a UCIOoIb3yITCs pacTBopsl Harpust
ruapokapoonara** (kom ATX — B05XA), #Kamus xnopun + Hatpus rugpokap6onaTt + Hatpus
xnmopun. Hatpus rumpokap6onar®* mpumensiercs B Buae 8,4% u 4,2% pactBopa anst ynoOcTBa
nepepacuera Ha MMoib NaHCO. Ero mosupoBka (MMoOJb) ompezessercs mo ¢opmyne: (-BE) X
Mmacca tena (kr) x 0,3. Kpome Toro, marueHTaM peKOMEH]IyeTCsl IMIeJI0YHOE MUThE — PACTBOP COJIBI
u3 pacuera Y2-1 yaitHas nosxka Ha 200 MJ1 BOJIbI, IETIOYHBIE MUHEPAJIbHBIE BO/IBI.

B 3aBHCHMOCTH OT TSXKECTH COCTOSIHHSI Kaxxable 6-12 4acoB KOHTPOJIHPOBATH MOKAa3aTENH
KHCIIOTHO-OCHOBHOTO COCTOSIHUSI KPOBH, YPOBHS HATPUS U KaJHsl B KPOBH.

- PexomensoBaHO malMeHTaM ¢ MeTa0ONWYecKMM KpuzoM Ha (oHe MBA BHyTpHUBEHHOE
BBEJIEHHE pPACTBOpAa JEKCTPO3bI™* TOM KOHTpOJIIEM €€ YpOBHS B KpOBU TIPH Pa3BUTUU
MeTaboJIMYeCKOro KpH3a, a TakKe PacTBOPOB JIS MapeHTEepaIbHOTO MUTAHHS U MHCYJIWHA M €ro
ananoroB (A10A) npu He0OXOIUMOCTH, C IENbI0 BOCTIOJIHEHUS SHEPTreTUYECKUX MOTpeOHOCTEN U
MPEOTBPAIlCHHs Pa3BUTHsI HEBPOJIOTHYECKUX HapymeHuit [28, 29, 30, 45, 46, 49, 61].

YposeHns yoeaurenbHoCTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

Kommenrtapun:  BHyTpuBeHHOE  BBEIEHHE pacTBOpa  JAEKCTPO3bI™® W3  pacuera:
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HOBOPOXKJIEHHBIC U JIeTH 110 3-X yieT 10-12 mr/kr/muH, oT 3 1o 10 ner 8-10 mr/kr/mus, crapme 10
ner 5-8 wr/kr/muH. [lpu CHIKEHWHM TIIIOKO3BI HIDKE 2,5 MMOJB/I B KPOBH HEOOXOJUMO
BHYTpUBEHHOE CTpyiiHOe BBeneHue 10%-25% nexctpo3sr™* wu3 pacuera 2-3 Mi/Kr, pajiee
NEepexoaiaT Ha BHYTPUBEHHOE KanenbHoe BBeaeHue 10% nexcTpo3sr**.

C unenpro oOecreyeHHs OCTATOYHOW KaJOPHUWHOCTH W TPENOTBPAIICHHUS YpE3MEPHOU
THIpATAllMi ¥ TeMOIMIIIONNH, BO3MOKHO BBEICHUE PACTBOPOB VIS IMAPEHTEPATHHOTO MUTAHUS —
TUMHI0B (KHPOBBIE SMYJIBCHH Ul MApeHTepabHOTO muTaHus**) no 2 r/kr/cyrku (0,4 mi/kr/4ac
20% p-pa).

HeoTnoxHyr0 BHYTPMBEHHYIO TEpalHiO CIeIyeT HauMHATh KaK MOKHO paHbIIe Ipu Oojee
TSKEIIBIX COCTOSIHMSIX, C BBICOKOM TEMIEPATYpPOW, NOBTOPSIOIIEHCS PBOTOM WM TKEIBIM
racTPOIHTEPUTOM.

PactBopbl 111 BHYTpUBEHHBIX HH(Y3uid, conepxaume 10% gexctposy** (uwnm Oonee)
CIIEIyeT HWCIIOJIb30BaTh Jake€ MPU HOPMAIBFHOM YpPOBHE TIIOKO3bI B KpoBHW. Ecimm y mammeHTa
pa3BHUBaeTCsl 3HAYUTENbHAsI TUNEPIIIMKEMUS (HalmpuMep, YpOBEHb IJIIOKO3bl B KpOoBH Oobiie 250
MI/AJ1) C TJIOKO3ypueH M MMEIOTCS MPHU3HAKU MeTa00JIMYeCKON NeKOMIEHCAllUd, TO CIEAYyeT
paccMOTpeTh BO3MOKHOCTh Hayasa MH(Y3UU MHCYIUHA (#UHCYIMH PACTBOPUMBIN (YeIOBEUECKUi
TeHHO-MH)KEHEPHBIN)**) BMECTO CHIDKEHHSI CKOPOCTHM HMHQY3UHM JEKCTpO3bI™ ™, crocoOCcTBYs
aHabonnueckoMy coctostHuio. HauanpHas go3a an8 uHQY3uum #UHCYIMHA pPacTBOPUMOTO
(uemoBeYeCKOro reHHO-uHKeHepHoro)** coctaBmsier 0,01 ME/kr/mun [45]. YpoBeHb MHCYyIHHA
ClIeTyeT TUTPOBATh, UTOOBI MOAJIEPKUBATH YPOBEHb ITIOKO3bI B KpoBU Mexay 100 u 150 mr/a.

Cnenyer oTMeTHUTb, 4TO MH(GY3UsI O0Jjiee KOHIEHTPUPOBAHHOTO pacTBopa JIEKCTpo3br*™™ (15-
25%) npu Oosiee HU3KOM CKOPOCTH HHQY3MHM IOCPEICTBOM IIEHTPAJIbHOIO KaTeTepa MOXKET
moTpeboBaThCsl TPH HEAOCTAaTOYHOW cepaeuHor (ynkmuu. Kpome Toro, ciemyer coOmronaTh
OCTOPOKHOCTh IIPU NPEKPALICHUH BHYTPUBEHHON HMH(QY3MH — HEOOXOJUMO MEUIEHHO CHUXAaTb
CKOPOCTh, YTOOBI N30€XkKaTh COCTOSIHUS PEAKTUBHON TMIIOTINKEMUHU.

- PexomennoBaHo mamueHTtaMm ¢ VIBA JONOJHHUTENbHAS MEIMKAMEHTO3HAs KOPPEKIUsS TpU
ypOBHE aMMHuaka B KpoBHW Bbilie 200 MKMOJIB/T C IENBIO BBIBEICHUS WU30BITOYHOTO KOJMYECTBA
naHHOTO MeTabosmTa [45, 61].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu:

I[Ipu ypoBHe ammmaka B KpoBu Bbiie 200 MKMOJB/J Ha3HAYAKOTCS IPEMaparsbl,
CIOCOOCTBYIOIIME 3JMMHHAIMA aMMOHHMsS, Hampumep, OeH30aT HaTpus (B HACTOsIIEEe BpEMs
3aperucTpPOBaH Kak MUIeBas 100aBka), u3 pacuera 250 Mr/kr/cyt (MakcumanbHO 10 500 Mr/Kr/cyT,
ecnu Macca Tena npessimaet 20 Kr 10 5,5 r/m?/cyr) [45, 69, 70].

B 3aBHCMMOCTH OT TSIKECTH COCTOSHHUS Kaable 6-12 4YacoB KOHTPOJIMPOBATH YPOBEHb
aMMHaKa B KPOBH.

- PexomeH0BaHO mnamueHTaM C MeTaboJMueckuM Kpu3oM Ha ¢one MBA mnpoBeneHue
KOHTPOJIS TMOKa3areseil o0mero (KIMHUYECKOro) aHajdu3a KPOBH pPa3BEepHYTOro, olIero Oernka,
anpOyMuHa, TIIOKO3bI, OKeles3a, JeWIUHA, TJMLIUHA, HW30BAJCPHIKAPHUTHHA M CBOOOJHOTO
KapHUTHHA, MapaMeTpbl KHUCIOTHO-OCHOBHOTO cocTosiHus KpoBHM (KommuiekcHoe omnpeneneHue
KOHIICHTpAallMd Ha AaMHMHOKHCIOTHI M alWJIKapHUTHHBI B KPOBH METOJOM TaHAEMHOM Macc-
cniekrpoMmeTpun, KomriekcHoe onpeseneHne coiepxkaHnus OpraHMuecKuX KUCIOT B MOYE METOJIOM
TaH/JEMHOM Macc-criekTpoMeTpun, lccnenoBaHnue ypoBHS BOJOpPOJAHBIX HOHOB (pH) KkpoBw,
HccnenoBanue ypoBHs Oy(hepHBIX BEIIECTB B KPOBH, SJIEKTPOJIUTOB KPOBU (HATpHiA, Kaluii, Xj10p),
coJiepKaHWe aMMMaka B KpoBH, MccienoBaHue ypOBHS MOJIOUHOW KHCIOTHI B KpPOBHU (JIaKTaTa),
TJIIOKO3bI B KpoBH, Kommiekc uccienoBaHMi sl JTUArHOCTUKU KeNe30]e(UIUTHOW aHEeMUU
(>kene30 CHIBOPOTKM KPOBH, (EPPUTHH, IKEIE30CBA3BIBAIOIIEH CIIOCOOHOCTH CBIBOPOTKH),
HccnenoBanue ypoBHs oO1iero 6enka B kposH, VccnenoBanue ypoBHs anbOymMuHa B kposH) [4, 19,
29, 30].
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YposeHb yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KomMmMeHTapuu: B mporiecce KOMIICKCHOTO JICYSHHUSI MPOBOJIST ONPEACTICHUE COJCpXKaHUS 3 -
TUIPOKCUU30BAICPUAHOBON KHCJIOTBI M H30BAJCPWITIUIIMHA B ModYe. KpaTHOCTH mMpoBeneHUS
aHAJIM30B 3aBHCHT OT COCTOSIHAS peOeHKa, HO B Tepuoj, WH(MEKIHMOHHBIX 3a00JIeBaHUN,
MeTab0IMIEeCKOTr0 Kpr3a OTpe/IelIeHHe aMUHOKHCIIOT U KAPHUTHHOB OCYIIECTBIISIOT HE pexe | pasa
B 7-10 nHeli, ucciemoBaHHE KHCJIOTHO-OCHOBHOI'O COCTOSIHHMSI — €KEIHEBHO 10 CTaOWIM3aluu
nokaszaTelnieil. YpOBHH aMHHOKHCIOT B KpOBH Ha ()OHE JICUEHHS JOJKHBI OBITh MPHOIMKEHBI K
pedepeHCHBIM  BO3pAaCTHBIM 3HaueHUsM. [lokazarenh TIWIMHA MOXET OBITh YMEPEHHO
ITOBBIIIICHHBIM.

CHmwKeHue ypOBHS TIeMOrjoOWHa, jkene3a, oOmero Oenka, anpbOyMHHAa W aMHHOKHCIIOT
YKa3bIBAaET HA HEJOCTATOYHOCTh HYTPUTHBHOM MOIICPKKHA. Y MEHBIIICHHE COACPKAHMSI CBOOOTHOTO
KapHUTHHA, TJOKO3bI, TCHICHIMS K CHWKCHHIO pPH KpoBH, MedUIIUTY OCHOBaHW, HapacTaHUE
COJICP)KaHUS U30BAICPUIKAPHUTHHA B KPOBH, MOYCBOM IKCKpEIUHU 3-THAPOKCUU30BATICPUAHOBON
KHCTIOTBI,  W30BAJCPHUITIUIMHA,  3-THAPOKCHUMACISHON  KHCIOTBI —  HEOJarompHsTHHIC
nmabopaTopHbIe MPU3HAKH, CBUJICTSIILCTBYIOIINE O HAYaJIe Pa3BUTHS METa00IMYECKOTO KpH3a.

- PexoMeH1I0BaHO OCYIIECTBIATh KOHTPOJIb HYTPUTHBHOIO CTAaTyca C KOPPEKLIHMEW TUETHI B
3aBUCHMOCTH OT COCTOSIHHSI TAllMEHTa W €ro TOJICPAHTHOCTH K O€JIKY C IENbI0 YCTpaHCHUs
katabonmsma [4, 9, 32].

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KoMMeHTapun: KOHTpOdb (PAKTHUECKOrOo NUTAHHA (XMMHUYECKOTO COCTaBa palydoHa) IUis
MPEeNyNpEeXAeHUs pa3BUTUA JEPUIUTHBIX COCTOSIHUM TMPOBOJSAT Yy TNAIleHTOB B TEPUOJ
MeTaboJIMYECKOro Kpru3a — eXKeIHEBHO, y JIeTel MepBOro roja *u3Hu — He pexe 1 pa3a B mecsll, y
namueHToB crapiie 1 roga — 1 pa3 B 3 mecsa.

3.3. NHoe neuveHune

- PexoMmeHJIOBaHO IS TAIMEHTOB B COCTOSIHUH OCTPOIO METa0OJMYECKOTO KpH3a, MpH
OTCYTCTBHHM OBICTPOM TOJIOKUTEIBHONH pPEaKIMH HAa HWHTCHCUBHYIO TEparuio, COXPaHSIONIEMCS
KEeToaIu103¢ W THUIIEPAMMOHHUEMHUH, C IEIbI0 0oyiee 3(PPEKTUBHOTO BBIBEICHUS TOKCHUHBIX
MeTabO0JIMTOB IIPOBEICHIE IEPUTOHEATBHOTO TUan3a WK remoauanu3sa [49, 55].

VYposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMeHnTapuu: Pemenue npuHrMMaeTcs KOJUIErHaIbHO KOHCHINYMOM Bpayeil CIICIHAINCTOB.

4, MepguuunHckas peabunutauus, MeanUuMHCKue nokasaHus 7]
NPOTMBOMNOKa3aHUA K NPUMMEHEeHUI0 MeTo40B peadbunuraumm

- PexomeHmoBaHO  TpoBeACHHE  ICUXOJOTMYECKOW  MOJJMEPKKH U OOydeHHs
pOIUTENCH/3aKOHHBIX ~ MPEJICTABUTENCH/IAllMEHTOB  MpaBWJIaM  OpraHM3ald  [MOMOIIM U
JIUETOTEpauy B MEKIIPUCTYIHBIA MEPUOJ U B MEPUOJ] YIPO3bl METAOOIMYECKOTO KpH3a C LENbI0
MUHUMH3AIHMN PUCKOB OCJIOKHEHHI U OKa3aHUsl CBOEBPeMeHHOM oMoy [39].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaiui C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapwnii: POIUTENN/3aKOHHBIE MPEICTaBUTENN/TIAIlUEHThI JOJKHBI OBITh
MHGOOPMHUPOBAHBI O XapakTepe M TSHKECTH 3a00JeBaHUS, MOCIEACTBHSIX IMPU HEBBITOJIHEHUU
BpaueOHBIX HAa3HAUYCHUU. Y pOAUTENCH/3aKOHHBIX MpEACTaBUTENCH/MAIlMeHTOB BCeraa J0JDKHA
ObITh TaMATKa C YyKa3aHHUEM HEOTIOXKHBIX MEPOMPHUITUA B TMEPHUOJ YrpoO3bl U PA3BUTHS
MeTaboJINYEeCKOTro Kpu3a.
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5. npO(bVIﬂaKTVIKa n AncnaHcepHoe Haﬁl'IIO,D,EHVIe, MeANUMHCKNEe MNMOoKa3aHusa u
npoTUBOMNOKa3aHUA K npuMeHeHUn0o metoanoB HpOd)MnaKTMKVI

5.1. MpodmnakTuka

Heonaraneneiii ckpununr B Poccuiickoir ®enepaumu nposoaurcss B . MockBa u
[Ipumopckom kpae.

- PexomMenayercss KOHCYNIbTAIlMsl Bpada-T€HETHKA CEMbSIM TIOCIIE€ YCTAaHOBJICHHS UAarHo3a
nanpeHTaM ¢ MBA ¢ menbio pa3bsCHEHWH TEHETHUECKOTO PHCKa, OOCYXKIEHHS BO3MOKHOCTEU
MpEeHATAIBHON M MPEUMILIAHTAIIMOHHON THarHOCTUKH [66].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- PekoMenyeTcst oO6cnenoBanne poanTeNel NalleHTa C 1eNIbl0 BbISIBICHUS T€TePO3UTOTHOTO
HOCHUTENIbCTBA paHEEe BBIABICHHBIX MYTalUi C MOCIEAYIOIIMM HCIOJIb30BAaHUEM pE3YJIbTaTOB
oOcienoBaHusl TpU TPOBEIECHUU MPEHATAJIbHON JUAarHOCTUKM W  MPEUMIUIAHTAlMOHHOMN
JIMarHOCTUKY [66].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapuii: ['eHeTnyeckuil puck HOBTOPHOrO poxzaeHus peOenka ¢ VBA B cembe
cocrasisieT 25%.

- Pexomenmyercs mpoBenenue obcnemoBanus Ha MBA paersm 11000TO BO3pacTta M3 CEMEH,
MMEIOIINX MAIMEHTOB C JaHHBIM 3a00JIeBaHUEM (B MEPBYIO O4Yepeib, OpaThsi U CECTPHI MAIUEHTA) C
1enpro uckiroueHus MBA [17].

YpoBeHb yOeauTenpHOCTH JIoKa3aTenbCcTB — C, ypOBEHb IOCTOBEPHOCTH J1I0KA3aTEIbCTB — 5.

- Pexomenayercs ¢ 1enbl0  NPOMQWIAKTAKA — Pa3BUTHS ~ METAaOOIHMYECKHX  KPH30B
nH(pOpMUpOBaHUE POJUTENCH (WM 3aKOHHBIX TpelcTaBuTeNel) mamueHta ¢ MBA o xapakrepe
3a00JIeBaHMs, MPOBOIMPYIOMHUX (aKTopaX ¥ NPEIBECTHUKAX KpPHU3a, BO3MOXXHBIX €ro
MOCIIE/ICTBUSX.

VYpoBeHb yoeauTeabHOCTH pekoMeHaaiui C (YypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- Pexomennyercs mnaunmentam ¢ VBA mnpoBoauTh NPOGMIAKTUYECKYHO BaKLMHAIMIO II0
HaIlMOHAJILHOMY KaJIeHJapl0 IPUBMBOK, BKJIIOYAs BAKIMHALMIO MPOTUB I'PUIINIA U POTAaBUpYCa, C
COOJIIOJICHUEM Mep IPEJOCTOPOKHOCTH, B TOM uyHclIe, Ha (POHE CTPOrOro BBIINOJIHEHUS
JMETUYECKUX U JIedeOHBIX Ha3HAYCHUH ¢ LeNbl0 (POPMUPOBAHUS UMMYHHOM 3alllUThl OpraHu3Ma OT
MHDEKIHA 1 TPEIOTBPAIICHHUS Pa3BUTHS METa00IMUECKUX KpH30B [61].

VpoBeHb yoeautenbHOCTH pekoMenaiuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHTapuu: BakIMHALMIO 11€71€C000pa3HO MPOBOAUTh CIEHUATNCTAMU, UMEIOLIUMHU OIIBIT
pabOThl C mMalMEeHTaMH C METa0OJMYECKUMH OOJIe3HSAMHM, WM MOJA WX KOHTposieM. B
[IOCTBAKLMHAIBHOM IE€PUOJIE CIIEAYeT IPHUCTAIbHO HAOMI0JAaTh 33 IMPUBUTBIMU C TOBTOPHBIM
U3MEpPEHHEM TeMIlepaTypbl Tela, YTO HEoOXOAMMO [Uii He3aMeJIUTEIbHOrO Ha3HauYeHMs
KapOTIOHIKAIOIIEH Tepanuy Ipy TUarHoCTUpOBaHUHU Juxopaaku > 38,0 °C, (mapaneramon™* wimn,

ubynpoden™*).
5.2. AncnaHcepHoe HabnoaeHue

ITocne BbIMHMCKM U3 cTallMoHapa (IIpU paHHEH MM HeoHaTalbHOU (hopMme ¢ Ne0I0TOM B BUE
MeTabOJIMYecKOro  Kpu3a) peOEHOK  JIOJDKeH  HaxXOAWThCS Ha  3Tame  aMOylaTOpHO-
MOJIMKIIMHUYECKOTO HAOJNIOJIeHNs y Bpada-leauarpa, Bpaya-HEBpOJIOTa, Bpadya-TeHETHKa, Bpaya-
auerosiora. IlanmMeHTsl ¢ CUMIOTOMATHUYECKOW SHUJICTICHEH HYXJAloTcs B HaOJIOJCHWU Bpadya-
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HeBposiora. KoHcypTanuu Qpyrux CrenuaiicTOB Ha3HAYAIOTCA 110 TOKa3aHUsIM.

- Pexomennyercs mnamuentam c¢ MBA peryinspHoe NpoBEIAEHHME TaHAEMHOM Macc-
CIICKTPOMCTPUH, JIA OMPCACIICHUA COACPKAHNA B IJIa3ME KPOBH HJIM BBICYIICHHOM IIITHC KPOBU
AMHUHOKUCJIOT (KOMHHCKCHOC ONpCACIICHUEC KOHICHTPAIU HAa aMUHOKUCIIOTBEI U AlIMJIKAPHUTUHLBI B
KpOBHU MCTOAOM TaHIIeMHOfI MaCC-CHCKTpOMeTpI/II/I) C LCJIbIO KOHTPOJA COCTOSAHHA MMAallMCHTa U
CBOEBPEMEHHOM Koppekiuu Tepanuu [31, 57].

VYpoBeHb yoeauTenbHOCTH pekoMmenaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTeIbCTB — 5)

Kommenrtapun: KpartHOoCTb NpoBeAeHUsS aHAIU30B OIPEIENSETCS COCTOSIHUEM peOeHKa.
OOBIYHO NaHHBIE HCCIENOBaHUs nanueHTaMm ¢ BA mpoBOAATCS ¢ 4acTOTOM: KaxIble 6 MecAleB
nManueHTaMm Jo0 6 Jer, kaxaple 6-12 wmecsueB mnamueHtam crapmie 6 jger. Ho B mepuon
MH(EKIMOHHBIX 3a00JI€BaHUM, MPU Yrpo3e MeTaboIMUecKoro kpusa — He pexe 1 pasza B 7-10 queit
4yacToTa UCCIIE0OBaHUN B TMHAMHKE 3aBUCUT OT BO3pacTa: yaile y aerei 10 1 roaa (exxeMecsadHo) u
JIeTel paHHero U JOIIKOJIbHOIO BO3pacTa.

PexomeHIyeTCsl KOMIJIEKCHOE — OMpEIENICHHE KOHIEHTPAllMd  OPTraHWYECKHX  KHCIOT
(n30BaniepuaHoBasi, 3-TUAPOKCUM30BAJIEPHUAHOBAS KUCIOTA, 4-THIPOKCUU30BAJIEPUAHOBAsT KUCIIOTA,
W30BAICPWITIMIIMH) C TIETbI0 KOHTPOJSI COCTOSHHS TalMeHTa W CBOEBPEMEHHOW KOPPEKIHH
teparnuu [31, 57].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: HccrnenoBaHne ypoBHS H30BAJIEPUIKAPDHUTHHA B KPOBH M I[MOYEHHOU
AKCKpEIMN OPraHUYeCKHX KHUCIOT (M30BajepuaHoBasi, 3-TUAPOKCUU3OBAJIEpUaHOBasi KUCIOTa, 4-
TUIPOKCUU30BAIEPHAHOBAsl KHUCIIOTa, W30BAJEPUITIUIMH) TMPOBOJATCS MO HWHIUBUAYATIbHBIM
MMOKa3aHMsIM B 3aBUCHMOCTH OT KJIMHHYECKON cutyanuu [31, 57].

KpaTHocTh mpoBeneHUsT aHATU30B OMpenesieTcs COCTossHneM pebeHKa (B cpenHeM — 1 pa3 B
rojm).

- PexomenpoBaHo BceM mnamueHtam ¢ MBA, B AMHAMHMKE NHpPU TEpanud Kpu3a MPOBECTH
HCCIIEIOBaHUE KHUCIOTHO-OCHOBHOTO COCTOSIHHS sl onieHKH ypoBHst pH (MccnemoBanue ypoBHs
BojopoaHbix uoHOB (pH) kpoBm, MHccinenoBanuwe ypoBHS Oy(depHBIX BEHIECTB B KpPOBH)
AIIEKTPOJIMTOB KPOBU (HATPUH, KalWii, XJIOp) sl JTUArHOCTUKUA M KOHTPOJST METa0OIMYECKOTO
alm03a, UCCICIOBAaHNE YPOBHSI aMMHaKa B KPOBH, MCCIICJOBAHHE YPOBHS MOJIOUHOW KHCJIOTHI B
KpOBH (JIaKTaTa), IIFOKO3bI B KPOBH, OOHAPY)KCHHE KETOHOBBIX TEJ B MOYE M B KPOBH C IICIIBIO
CBOEBPEMEHHOM Koppekiuu Tepanui [26, 28, 29, 30].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

KomMmeHTapuii: uccliemoBaHUsl IMPOBOJATCS B IPOLECCE TUHAMUYECKOTO HAOIFOICHMUS,
4acToTa OMNpeAesIeTcs WHIWBUAyallbHO, B cpemHem 1 pa3 B 6-12 mecsaueB. B mepuon
MeTa0O0JIMIECKOT0 KpU3a eKEAHEBHO.

- IManmenTam ¢ MIBA pexoMeHIOBAaHO IpOBEACHHE OOIIero (KIMHHUYECKOIr0) aHajau3a KpOBH
pa3BEpHYTOTO c LEJIBIO KOMIUIEKCHOM JIMarHOCTHKHU
MaHIUTONICHUH/HEHTpoTIeHn U/ TpoMbonuToneHnu [4, 26, 29].

VYpoBenb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

KomMmMeHTapuii: uccnenoBanue IpoBOAUTCA MPH JAUATHOCTUKE U B MpoIlecce JUHAMHYECKOTO
HaOIIO/IEHUS], YaCTOTa OMpeeNsieTcss MHAUBUAYalbHO. B cpeanem 1 pa3 B 12 mecsies.

- Pexkomennyercst mpoBeleHHE OMOXMMHYECKOTO aHAlIM3a KPOBU OOIIETepaneBTHUYECKOrO
(rroko3a, obOuuii 6enok, OenkoBble (pakiuu (McclIeOoBaHUWE YPOBHA albOyMHHAa B KpOBH,
oTmpeseNieHue albOyMUH/TIIO0YIMHOBOTO COOTHOIICHHSI B KPOBHU ), OOIINMA, CBSI3aHHBIN U CBOOOHBIN
OUMMPYOMH XOJIECTEPHUH, TPUTIHUIEPUIbL, JIMIIONPOTEUAbBl HU3KOW M BBICOKOH IUIOTHOCTH
(uccnenoBaHWe  YpOBHSL — JIMIIONMPOTEMHOB B KpOBM), IiesnoyHas  ¢ocdaraza, ramma-
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riroramMunTpanchepasa, KpEaTUHUH, MOYEBHUHA, allaHMHaMUHOTpaHcdepas3a (AJIT),
acnmapratamuHoTpancdepaza (ACT), maHkpeaTudeckas aMuiasa, JIMNA3a, KaIbIUH OOImMMiA U
MOHM3MPOBAHHBINA, HATPHUH, Kanuii, Heopranumdeckuit Gocdop, xemezo u ¢eppurun, C-Pb)
nanuenTaMm ¢ VBA uis oleHKH (DyHKIMOHAJIBHOTO COCTOSIHUS BHYTPEHHHUX OPraHOB, HAJIHYUS
MH(EKIMOHHBIX OCIIO)KHEHUI M HYTPUTUBHOIO cTaTyca nanuenra [24, 32].

VYpoBeHb yOeauTeIbHOCTH J0Ka3aTeNbeTB — C, ypOBEHB IOCTOBEPHOCTH JI0OKA3aTEIBCTB — .

Kommenrapun: KpaTHOCTP mpoBeAeHHUS aHATW30B OMpPEIENSETCS COCTOSHHEM peOeHKa.
OOBIYHO JaHHBIE UCCIEAOBAaHUS MalueHTaMm ¢ VIBA mpoBOASATCS € 4acTOTOM: Kaknble 6 MecsieB
naueHTaMm a0 6 Jer, kaxzaele 6-12 wmecsueB mnamueHtam crapmie 6 jger. Ho B mepuon
MHQPEKIMOHHBIX 3200JIEBaHMIA, TIPU YTPO3e METAaOOIMIECKOTO Kpu3a — He pexe 1 pasa B 7-10 mHeid.

- Pexomennyercss mpoBeneHue siaekTposHuedanorpapuu (93I') manuenram c¢ VBA mnpu
HAJTUYUHU HEBPOJIOTMYECKOM CUMIITTOMATHKY JIJISI BBISIBJICHUS SIIICTITUPOPMHON akTUBHOCTH [59].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrtapuu: B ToM uncie 931" ¢ BuaeoMmoHuTOpUHIrOM. [Ipy OTCYyTCTBUM NPUCTYNIOB — HE
pexe 1 pasza B roJi, Npu HAJIMYUK SMUIETITUYECKUX MIPUCTYIOB — MO MOKA3aHUSM.

- Ilpu Hanmu4YMKM KIMHUYECKUX MPHU3HAKOB/Kall00, XapaKTEpHBIX AJIs MOpPaXKEHHs CepAeyHO-
COCYAMCTOM cucTeMbl mamueHTaM ¢ VBA MoXeT ObITh pEKOMEHJO0BaHAa perucTparus
anektpokapauorpammsl (IOKI'), sxokapauorpadus (OxoKI') ¢ nenpro HCKIIOYSHUS/TIOITBEPIK ICHUS
MaTOJIOT MK CEPACYHO-COCYTUCTOM crcTeMbl [36].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KomMeHTapuii: npu MeTabOJMYEeCKMX HapyHIEHHSIX CO CTOPOHBI CEPAECYHO-COCYIUCTOU
CUCTEMbI MOTYT HaOJII0aThCsl KapAMOMUOIATHSI, HAPYIIEHUS cepAeyHoro puT™Ma. B cpennem 1 pa3
B IO/l

- ITaumentam ¢ MBA npu HaIW4YMM KIMHUYECKHX TPU3HAKOB/KAIO00, XapaKTEpPHBIX IS
MOPAXEHUS  MOJDKETYJOYHOM  JKele3bl, MOJKET ObITh PEKOMEHIOBAHO  YJIbTPa3BYKOBOE
HCCIIeI0BaHUE OPTaHOB OPIONIHOM MOJOCTH (KOMIUIEKCHOE) C IEJIbI0 MUCKITFOUEHUS/TIOITBEPIK ICHHS
MOpa)KEHUS MO KTy I0UHOM skene3nl [11, 12, 13].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

Kommentapuii: B cpennem 1 pa3 B rog.

- Ilo mnokazanuaM (IpU HaJWMYUM KIMHUYECKUX MPU3HAKOB aTpOo(UU 3pUTEIHLHOTO
HepBa/kano0 Ha HapylmieHHs 3peHus) namueHTam c¢ MBA pexomeHaoBaHa O(TaJIbMOCKOIHS C
LEIbI0 MCKIIIOUEHUS/TIOATBEPKICHU S/ TMHAMUYECKOTO KOHTPOJIA aTpoduu 3pUTeIbHOro HepBa [3,
37, 65].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

- Pexomenayercsi ydactue B BEJCHUH MAMEHTOB ¢ MIBA MyIbTUIUCIUILUIMHAPHONW KOMaH/bI
CHEIHAIMCTOB BBUAY TOrO, YTO 3a00JIeBaHHE XapaKTEPH3YeTCs MOPaKEHUEM MHOTHX OpPraHoOB U
cucreM, TpeOyeT KOMIUIEKCHOM Tepanuu, YTO JUKTYeT HEOOXOJMMOCTh COBMECTHOTO BEJICHMS
MalMeHTA CIEHATUCTaMU Pa3HbIX mpodueit [27, 65].

VpoBeHb yoeauTenbHOCTH pekoMeraiuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHnTapun:

Bcem mamumentam ¢ MBA mpoBogsTcs TpueMmbl  (OCMOTpBI) Bpada-leauarpa/Bpada-
TepamneBTa/Bpaya oOmell NpakTUKK (ceMeWHOro Bpaua)/Bpaua-HEOHATONOTa (MEPBUYHBIE U
MOBTOPHBIE) B JAMHAMHYECKOM HaOIIONEHHM C LENbIO OLIEHKU OOIIEro COCTOSIHHUS, MPOBEICHUS
Tepanuy, y4yacTusi B Ha3HAUE€HUM U MPOBEJICHUH JIe4eOHO-peadInTalIMOHHBIX MEPOTIPUSATHH.

Bceem mamnuentam ¢ MIBA mpoBoasTcst mpueMbl (OCMOTpbI, KOHCYJIbTALMK) Bpaya-HEBPOJIOTa
(mepBUYHBIE W MOBTOPHBIE) A yrouHeHus Tsokectu nopaxkenus LIHC u ompeneneHus TakTHKH
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JeueOHO-peaduIUTalMOHHBIX MeponpusTHii [3, 4, 5, 9, 15, 39].

Bceem manmentam ¢ MIBA mpoBosTCS mpueMbl (OCMOTpPBI, KOHCYJIbTAIlMK) Bpada-IHeToJIora
(mepBUYHBIE W TOBTOPHBIC) WJIM Bpada-TeHETHKAa /Il Ha3HAUeHHs IaTOTeHEeTHYEeCKOH
JMETOTEepanuy U Jajiee Mpu HE0OXOJAUMOCTU C IETbI0 KOPPEKUUH JUETOTEPAlui TUETOTEpaItH,
OCYILIECTBIICHUS KOHTPOJIS 3a ee cobmoaenneM. B cpeqaem 1 p/mec Ha 1 rony xu3um, manee 1 p/3
MeC | 1o mokazanusM 70 3 yiet; 1 p 6 mec mocne 3 net [4, 9, 31, 39].

[lanieHTaM ¢ yCTaHOBIEHHBIM JAWarHo3oM MBA mnpoBomuTcs mpuemsl (OCMOTPHI,
KOHCYJIbTAIlMH) Bpada-TeHETHKa — CEMbSM, IMEIOIIUM POJICTBEHHHKOB ¢ MIBA u manumentam ¢ UIBA
— JUTsI TJTAHUPOBAHUS ieTopoxaeHwust [9, 27, 37].

[Ipu monO3peHNM/HANMYNK Yy TAIUEHTa IaTOJOTMH OpraHa 3pPEHUs MPOBOAATCS IMPHEMBI
(OCMOTpBI, KOHCYJIbTAIIMH MIEPBUYHBIC M IOBTOPHBIC) Bpaua-odranpmodiora [3, 9, 37].

[Ipy mnoOMO3peHNH/HATMYMK Y TAIHMEHTa TMAaTOJOTMH CEePACYHO-COCYIUCTONH CHCTEMBI
MPOBOJATCS  TpUeMbl  (OCMOTpPBI, KOHCYJAbTAIlMM TEPBHYHBIE W  TIOBTOPHBIE) Bpadya-
KapuoJiora/Bpaya — IeTCkoro kapauosiora [40].

Jns  TUTaHUPOBaHWS  MHIMBUAYAIHHOW  peaOMIUTAIMOHHOW TPOTPaMMBl  IICHXOJIOTO-
MeIaTOTHYECKOW TOMACPKKH TAallMeHTaM M HMX CEeMbSM IPOBOJATCS TPUEMBl (TECTHPOBAHWS,
KOHCYJIbTAIlMM) METUIIMHCKOTO TCHXOJIora U Jioromneaa-aedexTosiora (epBUYHbIE U TOBTOPHBIE)
[9, 39].

[Tpu HEOOXOMMOCTH B TIPOIECCE MUATHOCTUKU M JICUCHHS yYaCTBYIOT JPYTUe CHEITHAUCTEHI,
B T.U., HAIIpUMeEp, Bpad — aHECTE3NU0JIOT-PEaHNMATOJIOT.

6. Oprauusauuﬂ OKa3aHus MegULMHCKOW NOMOLUM

Heonaranenas u panass ¢opma MBA nuarHoCTHpyeTCss Ha MEPBOM TOAY KHU3HU PEOCHKA
MyTeM CEJEKTUBHOTO CKPUHHMHTA, KOTOPBIA MPOBOIUTCS y MJIQJCHIICB M3 TPYIIbI PHUCKA U TMPHU
MOSIBIICHUH KIMHHYECKUX CUMITTOMOB [14].

Hetn ¢ HMBA wyacTo mnomajgalT B OTACICHUE MATOJIOTMU JETel paHHEro BO3pacTa,
MH(EKITMOHHOE OTCICHUE WM PEAHUMAIIUIO B COCTOSTHUM METa00IMYECKOTO KPH3a, Pa3BUBIIETOCS
Ha (poHEe MeTabO0JIMUECKOTO alKM103a, OTEKa MO3Ta, TUITOTJIMKEMUH.

[IpoAOKUTENBHOCTh TOCTUTANIM3AIMNA 3aBUCUT OT CKOPOCTH BepU(UKAIIMU JHArHO3a,
KOPPEKIIMH METAa0OJIMYECKMX HapylUIeHWH IyTeM NPOBEICHHUS HHTCHCHBHOW Tepalud W Hadala
MaTOr€HETUYECKON AUETOTEpaNnu, a TaAK)KE OT CPOKOB TOSIBJCHUS IMOJIOKUTEIBHON AUHAMUKH CO
CTOPOHBI IICHTPAJILHONW HEPBHOW CHCTEMBI M JIPYTUX OPraHOB, CKOPOCTH BOCCTAHOBJICHHUS
MOKa3aTeJeH TIIFOKO3bl KPOBU M KUCIOTHO-IIEJIOYHOTO COCTOSTHUS, OTBET HA JICUEHHUE OTMEYACTCS B
TeueHue 5-7 nuel. [IpeObiBaHre B cTallMOHAPE B CpeHEM cOCTaBisieT 21 neHb.

MokasaHusa gns nnaHoBOMW rocnuTanMsauum B Me4ULMHCKYH0 OpraHusauuio

1. mpoBeneHWe OMATHOCTUKU M JICYCHUS, TPEOYIOIIME IPOJOJDKHTEIFHOTO (JHEBHOE WIIU
KPYTJIOCYTOYHOE MpeObIBAaHME) MEAMIMHCKOTO HAONIONCHHWS W  MOHHTOPHHIA  KIMHUKO-
71ab0paTOPHBIX MOKa3aTeseH;

2. HeoOXOAMMOCTb MPOBEAEHHUS PA3IUYHBIX BHJIOB 3KCIEPTU3 WM OOCIeA0BaHUS B
MEIULMHCKOW OpraHu3aluy MpH HEBO3MOKHOCTU MPOBEACHUS UX B aMOYJIaTOPHBIX YCIOBHUSAX (B
TOM uHciie 0(opMIIEHHE 3aKIIOYeHUs (heiepaIbHOr0 KOHCUINYMa/BpaueOHONH KOMUCCHUH).

MokasaHus Onst 3KCTPEHHOM rocnuTanusauMm B MeAULIMHCKYIO OpraHM3auuio

1. OCTpBIC YIrpOXaromue g KU3HU W PA3BUTHUA OCJIOKHEHUM COCTOSHHA, Tpe6y10H_II/IC
HCOTJIOXKHOI'O JICHCHHA, B TOM 4YHCIIC HHTEHCHUBHOM TCpaliMy, a TaKKC KPYIJIOCYTOYHOIO
MCIHUIMHCKOI'O Ha6J'IIOIICHI/I}I U MMPOBCACHUS CIICTITUAJIbLHBIX BUIOB 06CJ'ICIIOB8.HI/I}I " JICUCHUA.
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lNMoka3aHuA K BbINUCKe NauueHTa u3 MeguLmMHCKoOu opraHnsauuum

1. oTcyTcTBHE Yrpo3bl JJIS KU3HU MAllUEHTa M YrPO3bl Pa3BUTHUS OCIOKHEHUH, TPEOYIOIUX
HEOTJIOKHOTO JICYCHUSI TP 3aBEPIICHUE TUATHOCTUICCKIX MEPOIIPUSATHIA.

2. crabunmu3anus COCTOSIHHSI W OCHOBHBIX  KJIMHHUKO-JA0OPAaTOPHBIX  IOKa3aTese
MATOJIOTUYECKOTO IPOIECCa, OTCYTCTBHE HEOOXOIUMOCTH B TPOJODKATEIHPHOM MEAUIIMHCKOM
HaAOJIOJICHUH (THEBHOE HIT KPYTIIOCYTOUYHOE MPEObIBAaHNUE);

3. BBINOJHCH IUTAH OOCJICIOBaHMSI W JICUYCHHUS NAIMCHTA, JaHbl PEKOMCHJAIUU II0
TanbHEeHIeMy HaOIIOICHHUIO U JICYCHHUIO.

4. HEoOXOJAMMOCTh TIEpeBOJAa TAIMECHTa B JPYroe MEAWIMHCKOS YUPCSKICHHE WIH
YUPEKACHUE COITUATLHOTO 00ECTICYCHHUS.

7. OononHutenbHas wuHdopmauua (B ToOM u4ucrne akTopbl, Bnusilolwme Ha
ncxopn 3aboneBaHUA UM COCTOAAHUA)

HpOFHO3 COCTOSIHMA M YPOBHSA IICUXHMYCCKOTO Pa3BHUTHA MAOMCHTOB 3aBUCUT OT TXKCECTU
3a00JIeBaHMS M CPOKOB Hayaya clienuain3upoBaHHoO# Tepanuu. [Ipu panneit quarnoctuxe (10 5-
HEJEeNBbHOTO BO3pacTa) OKoJio 85% MalMeHTOB B CTaplleM BO3pacTe HE HMEIT HapylIeHUi
MHTEJJIEKTa U HEBPOJIOTMYECKUX PACCTPOICTB, MPH MO3/IHEN TUAarHOCTUKE — OKOJIO0 45%.

[Iporuo3 3a60s1eBaHUsI OTHOCUTEIBHO OJIArOTIPUATHBIN AJISl )KM3HU MPU paHHEH JUarHOCTHKE
U TIIATEIBHOM META00IMYECKOM KOHTPOJIE.

Kputepum oueHKun KayectBa MeULIMHCKOW NOMOLLM

N Kputepun kauectna Brinosnnenue

1 [IpoBeneHO KOMILJIEKCHOE OTpe/elieHne KOHIICHTpauuu amMuHokuciaot u|Jla/Her
AIMJIIKAPHUTHHOB B KPOBH METOJIOM TaHAEMHOM MacC-CIIEKTPOMETpUH (TIpu
IMOCTAHOBKE JTMarHo3a u aajiee He pexke 1 paza B 6-12 mecsiies)

2 [IpoBeeHO KOMILIEKCHOE OIpEACICHHE cojepkaHus opranndeckux | Jla/Her
KHCIIOT B Moue (TIpH IMOCTaHOBKE JWArHo3a M jajnee He peke 1 paza B 12
MECSIIICB)

3 |IIpoBenena mnepBUYHAs KOHCYJAbTallMs Bpada-reHeTnka mnamueHTam c|/la/Her
M30BaJIEpUAaHOBOM allMJIeMHel HA MOMEHT YCTaHOBJICHHUS JTUArHo3a

4  |IlpoBeneHa mnepBHYHAs KOHCYJIbTAallUsS Bpayda-HeBposora mauueHtam c|/la/Het
M30BaJIEpUAaHOBOM allMJIeMUel Ha MOMEHT YCTaHOBJICHHUS JTUArHo3a

5 |IIpoBeneHO MOJEKYISPHO-TEHETHUECKOE HccienoBaHue Myranuili B rewe | Jla/Her
IVD (npu ycTaHOBJIEHUH TUarHo3a)

6 BbimonHeH KIMHUYECKWH aHaIM3 KpPOBM  pa3BepHyThlH Ha drtame | [la/Her
JMAarHOCTHKY U Jlasiee He pexe | pasa B 12 mecsues

7  |BblmosHEHO HccleoBaHUE YPOBHS BOAOpoaHBIX HOHOB (pH) kposwy, | a/Her
ucclieioBaHue ypoBHs Oy(depHbIX BEIIECTB B KPOBU U 3JEKTPOJIUTOB KPOBU
(HaTpuii, Kanui, XJI0p) Ui JAUATHOCTUKH U KOHTPOJS METab0JIMYEeCKOro
anua03a, IPOU3BEAECHA OLEHKAa COJAEpP)KAaHMS aMMHMaka B KpOBH,
HCCJIEIOBAaHUE YPOBHSI MOJIOUHOM KHCIIOTBI B KPOBH, TJIFOKO3bI B KpPOBH,
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OGH&py)KGHI/Ie KECTOHOBBIX TCJI B MOYC U B KPOBU — HA 3TAINIC JTUArHOCTUKHU U
nanee He pexe 1 paza B 6-12 mecsueB. B meproa merabonnyeckoro Kpusa
€KEIHEBHO

8 [IpoBeneHa orieHKa HYTPUTUBHOTO CTaTyca: UCClieJoBaHue ypoBHs ooOmero | [la/Het
Oenka B KpOBH, HCCIIEOBAaHHE YPOBHsS albOyMHHA B KPOBH, KOMILIEKC
WCCIEAOBAaHUN I JTMarHOCTHKU KeIe30ACPUIIMTHON aHemMuu (Kkeiesa
CBIBOPOTKH ~ KpOBH, (EppPHUTHH, IKEJIE30CBA3BIBAIOIICH CHOCOOHOCTH
CBIBOPOTKM) — Ha OJTale JUarHOCTUKM M Jajiee Kaxjaple 6 MecsieB
MalueHTam 10 6 JeT, Kaxasie 6-12 MecsieB nanueHtaM crapiie 6 jer. B
nepuo WHMEKIMOHHBIX 3a00JIeBaHUM, TpPU Yrpo3e MeTadoIMYeCKOTro
Kpuza — He pexxe 1 paza B 7-10 qHeil.

9 [IpoBeneH KOHTPOJb HYTPUTHUBHOTO cTaTyca ¢ Koppekuueil auers! (mpu|/la/Her
YCTaHOBJICHHOM JIMarHo3e, Jlajee — KOppeKLus B NEPHUO] METa00INIECKOTO
KpHU3a — €XKEJHEBHO, y JETeW MepBOro roja >KM3HU — He pexe 1 pas3a B
Mecsll, y nanueHToB crapiie 1 roga — 1 pa3 B 3 mecsna.

10 |BrmosHEeHO Ha3HAYCHUE #IIEBOKAPHUTHHA Ha/Het

11 |BrImonHeHo Ha3HaueHHe #rauiuHa™* Ja/Het
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[Tpunoxxenue Al

Cocrtas padoueii rpynnbl 1o pa3padoTke U NepecMOTPy KIMHHUYECKUX
peKoMeHaumin

1. baiinakoBa I'.B. — k.0.H., Beayluil Hay4HbI COTPYAHUK JJAOOpPATOPUHU HACIEICTBEHHBIX
6onesnerr oomena @PI'BHY "Mennko-reHeTHUECKH HaydHBIM ILeHTp WM. akagemuka H.IL
BouxoBa", ynen Poccuiickoro o01ecTBa MEAUIIMHCKUX T€HETUKOB.

2. bapanoB A.A. — akaa. PAH, npodeccop, n1.M.H.; moueTHbiit nipe3uaeHT Coro3a neanaTpoB
Poccun, cosernuk pykoBomutens HWM nemuarpum u oxpanel 3mopoBbs geredt LIKb PAH,
npodeccop kadenpsl neauatpun U aetckoi peemarosiorun GT'AOY "l[lepeiit MITMY um. .M.
CeuenoBa" MunszapaBa Poccun (CeueHOBCKMIT YHUBEPCUTET), TJIaBHBIN BHEIITATHBIN CHEIMATIUCT
neguatp Munsapasa Poccun.

3. bopoBuk T.D. — mpodeccop, 1.M.H., 3aBeayromas J1adopaTopueil MUTaHUS 3A0POBOTO U
6onpHOTO pebenka OI'AY "HarmumoHanbHBI MEAUIIMHCKANW HUCCIEAOBATEIHCKAN IEHTP 370POBBS
neteit" Munsapasa Poccun, dnen Acconuaruy MEIUIIMHCKUX TeHETHKOB (AMI).

4. bymyesa T.B. — 1.M.H., Beyluil Hay4HbI COTPYIHUK J1a00PATOPUU MUTAHUS 3JOPOBOTO U
6onpHOTO pedbenka GI'AY "HamumoHanbHBI MEAUIIMHCKANA HUCCIEAOBATEIHCKAN IEHTP 370POBBS
neteit" Munsapasa Poccun, dnen Acconuaruy MEIUIIMHCKUX TeHETHKOB (AMI).

5. Bamakmanze H.Jl. — A.M.H., pyKOBOIUTEh OTACa OphaHHBIX OoJie3HEH W MPO(UITAKTUKH
vHBAIMAM3UpYytonux 3aboneBannii HUW memmatpum um oxpansl 3mopoBbs neteit [IKb PAH
npodeccop kadeapsl (axyabTeTcKol mneauaTpuu mneauarpuyeckoro ¢axkymperera ®I'BOY BO
"PHUMY wum. H.W. ITuporosa" Munszapasa Poccun.

6. Bumnesa E.A. — 1.M.H., 3amectutens pykopoautenss HUW neauatpuu u oxXpaHbl 370pOBbS
nereit [IKb PAH MunoOpHayku mo Hay4dHO#l pabote, mpodeccop kadeapsl (akyIbTETCKOM
neauatpuu neauarpudeckoro ¢akynprera ®I'6OY BO "PHUMY uMm. H.U. [Tuporosa" Munsnpasa
Poccuu, unen Coro3a nenuarpo Poccum.

7. I'mo6a O.B. — K.M.H., Bpad — HEBPOJIOT-3MUJICNITOJIOT, Bpad-IeauaTp, BEIYIIUA Hay4IHBIH
COTPYIHUK OT/ACJICHUSI MCUXOHEBPOJOTHH M IcuxocoMarndyeckoid mnaronorun OI'AY "Hayunsiit
MEIUIIMHCKUI UCCIIeI0BATEILCKUI LIEHTP 370pOBbs JeTel" MunsnpaBa Poccuu, uieHn Accounanuu
MEJIMIIMHCKUX TeHeTUKOB (AMI).

8. I'pebenkun /.M. — Bpay-reHeTHK OTACIICHHUS MeaunuHCKoW reHetukn PI'AY "HMUIL
310poBbs fetei" Munsapasa Poccun, yiieHn Accoraiy MeTUIUHCKUX reHeTHKoB (AMI)

9. Kypkoa H.B. — x.M.H., Benymuii HayuHbli coTpynnuk HUMWM nemmatpun m oxpaHbl
3nopoBbst gereid [IKb PAH, unen Coroza neaumatpoB Poccuu, uineH Acconyanuv METUIMHCKHX
reHetukoB (AMI).

10. 3apyobuna B.B. — Bpau-reHeTuK MeauKo-reHeTudeckoro otaenenus Mopososckoii JII'Kb
J3M.

11. 3axaposa E.}O. — 1.M.H., 3aBenyromias 1aboparopueil HacaeICTBEHHbIX 0oJie3Hel oOMeHa
OI'BHY "Menuko-reHeTnueckuii Hay4yHblii LeHTp uM. akagemuka H.II. boukosa", unen
Poccuiickoro o0uiecTBa MEAULMHCKUX T'€HETHKOB, WJIEH €BPOINEHCKOro OOILIecTBa MO H3YYEHHIO
HacJIeACTBEHHBIX OoJie3Hel oOMeHa BemecTB (SSIEM).

12. 3BonkoBa H.I'. — K.M.H., cTapiunii HayyHbIi COTPYAHUK JTAOOPATOPUU MUTAHUS 37J0POBOTO
u 6osbHOTO pedenka @I'AY "HayuHblif MEAULIIMHCKUI MCCIEI0BATENbCKUN LIEHTP 3A0POBBS AeTeil"
Munsapasa Poccun, unen Accouraniiy MEIUIIMHCKUX reHeTUKOB (AMI).

13. Kapacesa M.C. — Bpau-neguarp, HayuHblii coTpynHuk HWW nenmatpum u oxpassl
3nopoBbs aeteit LIKb PAH.
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14. KperoB B.B. — Bpau-peaHnuMarosor OTACIICHHUS pEeaHUMAallMd M WHTEHCHUBHOW Teparuu
OI'AY "HanuoHanbHbIM MEIUIIMHCKUN UCCIIEI0BATEIBCKUM IIEHTP 30pOBbs jaerei" Mun3npasa
Poccun.

15. KyzenkoBa JLM. — JA.M.H., 3aBelaylomias OTJEICHUEM IICUXOHEBPOJIOTHU H
ncuxocomatnueckoil marosoruu OI'AY "HamumoHanbHBI MEIUIIMHCKUN HCCIIEI0BATEIbCKHIA
LIEHTp 3/10pOBbs erer" Munznpasa Poccun, wieH Accoruanuy MEIUIIMHCKUX T€HETHKOB.

16. Kynes C.U. — un.-xopp PAM, n.m.H., mupekrop ®PI'BHY "Menuko-renernyeckuii
HayuyHbli LeHTp M. akagemuka H.I1. boukosa", Ilpe3nneHT Acconmanuu MEIUIUHCKUX T€HETUKOB
(AMI).

17. Muxaitnoa C.B. — a.Mm.H., 3aBenytomas otaeneHueM PI'AOY "Poccuiickas [erckas
Knunnueckas bonpauna" PHUMY um H.U. [Tuporoga.

18. Hazapenxo JLII. — mpodeccop, 1.M.H., 3aMECTUTENH AUPEKTOPA MO0 HAYYHOW M JIe4eOHOM
paboTte, pyKOBOJUTENb JJabopaTtopun HaciencTBeHHou natojsorun HUM meaumnuHcKkol reHeTuKw,
Tomckoro HUMI] PAH, unen Acconuanuu MeJUIIMHCKUX TeHeTUKOB (AMI).

19. HamazoBa-bapanosa JI.C. — akan. PAH, npodeccop, n.M.H., npe3uaent Coro3a neauaTpon
Poccun; macr-npesunentr EPA/UNEPSA; pykoBogutens HUW nenmatpum u oxpaHbl 310pOBBS
nereii IIKb PAH, 3aBeaytomas xadenpoit ¢GakynbTeTCKONH MeauaTpud IeAuaTpUuecKoro
¢akynerera ©®I'BOY BO "PHUMY wum. H.M. Iluporosa" MunszapaBa Poccum, riaBHbII
BHEIITATHBIN AETCKUN CHEUAINCT MO Nnpoduiaktuyeckoi Meaunrae Munzapasa Poccun.

20. HukonaeBa E.A. — 1.M.H., pykoBoauTeNb oTaena kauandeckoi renetukn OCII "Hayuno-
HCCIIEIOBATEILCKUN KIMHUYECKUA WHCTUTYT meauatpuu uMmeHu akajgemuka FO.E. BenbTumesa"
O®I'AOY BO PHUMY wumenu H.U. Iluporoma, unen Poccuiickoro oOIiecTBa MEIUIIMHCKUX
TE€HETUKOB, WIEH ACCOLMALNYA METULIUHCKUX T€HETUKOB.

21. IlymkoB A.A. — K.M.H., BEAyIIUid HAy4HBIH COTPYAHHK JaOOpATOPHHU MOJEKYISIPHON
TeHEeTUKU U MeaunuHckor regomuku OI'AY "HanmoHaabHBIM MEOUIIMHCKUN HCCIIEI0BATEIbCKUN
LIEHTp 370poBbs AeTei" Munzapasa Poccun, wieH Acconuanuy MEIUIMHCKUX T€HETUKOB.

22. Penuna C.A. — k.M.H., Bpau-reHeTnk ®I'BHY "Menuko-reHeTHUeCKuid Hay4dHbIA LIEHTP
nMm. akagemuka H.II. Boukoa", unen Poccuiickoro oOmiecTBa MEIMIIMHCKHX T'€HETHUKOB, YJICH
Acconuanuy MeIMIMHCKUX T€HETUKOB.

23. CaBoctbsiHoB K.B. — 1.0.H., Ha4anbHHUK IeHTpa (YyHJAAMCHTAIBHBIX HCCICIOBAaHUN B
nequatpun ®I'AY "HanmoHanbHbI MEIUUIMHCKAM HCCIEI0BATEIBCKUN LEHTP 370pOBbS JIeTei"
Mun3apasa Pocecun, uinen Accouraniii MEIULIMHCKUX T'€HETUKOB.

24. CenumizsinoBa JI.P. — k.M.H., Beaymuid HaydHblii coTpyaauk HUM nenuarpun m oxpansl
3nopoBest Aeret [IKb PAH MunnctepctBa Hayku W BBICHIETO oOpa3oBaHus Poccuiickoi
®denepanun, no1eHT kKadenpsl neauatpun U aetckoi pesmatosiornn OPI'AOY "llepsoii MI'MY
uM. WM. CeuenoBa" MunzapaBa Poccuu (CeueHOBCkHiI YHHUBEpPCUTET), AOLEHT Kadeapsl
bakynpTeTckoi memuatpuu neauarpudeckoro Qaxkynpreta @I'BOY BO "PHUMY um. H.W.
[Tuporosa" Munsapasa Poccun, uien Coroza neguatpos Poccun.

25. CmupHoBa O.5. — Bpay-reHeTUK, CTapIIMil HayuyHbId COTPYIHUK OTAENa CTaHAApTU3aLUU
U U3y4YEHHUsI OCHOB Joka3zaTenbHOW meaunHel HUW nepuatpum u oxpansl 310poBbs gereil LIKD
PAH.

26. CrpokoBa T.B. — n.m.H., mpodeccop PAH, 3aBemyromas oTneneHueM MeauaTpudecKon
racTpo3HTepojoruy, renarojgorun u jgueronornu Knoumauku @OIBYH "OUL[ nurtanus u
OMOTeXHOJIOTHH"

27. Temaes P.®. — n.m.H. 3aBenyroluil peaHUMMalMed M HMHTEHCUBHOW Tepanuun PI'AY
"HaunoHanbHbI MEAUIIMHCKHUI HCCIIE0BATENBCKUN LIEHTp 30pOBbs eTeil” Munzapasa Poccun.

28. ®ducenko A.Il. — n.m.H., mpodeccop, 3acmyxkeHHbIi Bpau Poccuiickoit ®eneparum,
mupektop GI'AY "HanumoHanbHbIi MEIUIIMHCKUN HCCIEN0BATEIbCKUM LIEHTP 340pOBbs JeTeit”
Munsapasa Poccun.
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ABTOpBI TIOJATBEPKIAIOT OTCYTCTBHE (DMHAHCOBOW MOJICPKKU/KOH(IIMKTa HHTEPECOB,
KOTOPBI HEOOXOIMMO 0OHAPOIOBATH.

[Tpunoxxenne A2

MeTtonoJiorusi paspadoTki KIMHUYECKUX PEKOMEH AUl

LleneBas ayanTopus AaHHbIX KIMMHUYeCKUX peKomer,auMﬁ:

- Bpauu-TIeIUaTPHI;
- Bpauu-HEOHATOJIOTH;

- Bpauu-TepaneBThl;

- Bpauu o011el IpakTUKH (CeMelHble BpauH);

- Bpaun-TE€HETHKH;

- Bpauu-IMEeTOJIOTH;

- Bpauu-HEBPOJIOTH;

- Bpauu — aHECTE3UOJIOTU-PEaHUMATOJIOTH;

- Bpauu-o(TanbMOJIOTH;

- Bpauyu-racTPOIHTEPOJIOTH;

- Bpauyu-KapIuoJIoTH;

- Bpauu — J€TCKHE KapIU0JIOoTH;

- MEIMIIMHCKUE TICUXOJIOTH,

- JIOTOTIE IBI-1e(DEKTOJIOTH,

- CTYyIEHTBI MeIUIIMHCKUX BY30B, OpIMHATOPHI, aCIUPAHTHI.

Tabnuua 1. LLikana oueHKn ypoBHeN AOCTOBEPHOCTU AokasatenbcTB (YAA) ansa
MeTOAO0B ANarHOCTUKM (AMarHOCTUYECKMX BMeLLaTeNnbCTB)

Y4

Pacmudposka

Cucrematnueckue 0030pbl HCCIEIOBAHUN C KOHTPOJEM pepepeHCHBIM METOAOM WIIU
CUCTEeMAaTUYEeCKUi 0030p pPaHIOMHM3MPOBAHHBIX KIMHUYECKMX HCCICIOBAHMM C
MIPUMEHEHHEM MeTaaHalln3a

OTI[GJ'ILHLIG HCCIICAOBAHUA C KOHTPOJIEM pe(bepeHCHBIM MCTOAOM HWIHN OTACJIIBHBIC
PAaHAOMU3BHUPOBAHHBIC  KIIMHHUYCCKHUC  HCCICAOBAHUA W  CUCTCMATHUYCCKUC O630pr
HCCIEI0OBaHUN JIF000TO I[PI38.I>1H8., 3da HCKIKOYCHHUECM PAHIAOMHU3UPOBAHHBLIX KIIMHHUYCCKUX
I/ICC.]'IeI[OBaHI/II‘/'I, C IPUMCHCHUCM MCTaaHaJIn3a

HccnenoBanus 0e3 MMOCJICA0OBATCIIbHOIO  KOHTPOJIA pe(I)epeHCHBIM MCTOAOM HIIHN
HCCiIcaJoBaHusA C pe(bepeHCHBIM METOJAO0M, HE€ MABIAOIIUMCA HC3aBUCHUMBIM  OT
HcceiaeayeMoro MeTtozia uii HEPaHA0OMU3UPOBAHHBIC CPABHUTCIILHBIC UCCIICAOBAHUS, B TOM
YUCJIC KOTOPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeHLHHC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeetcs nmuiibs 000CHOBaHUE MEXaHHU3Ma JIENCTBUS UM MHEHHE OKCIIEPTOB

Ta6nuua 2. LLikana oueHKM ypoBHeN AOCTOBEPHOCTU AoKa3saTenbcTB (YOO) ans
MeToAOB MNpPOUNaKTUKK, JeYeHua wu peabunutaumm (NpodurnakTM4eckux,
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ne4ye6H biX, pea6m1 UWTaUMOHHbLIX BMeLluaTen bCTB)

Y Pacmmdposka
1 Cucrematnueckuii 0630p PKU ¢ npuMenenuem meraananusa
2 Otnensabie PKMI u cucremaTudeckne 0030pBI HMCCICIOBAHUUN JIOOOTO aM3aiiHa, 3a

ncxiouennem PKH, ¢ npuMenennem Meraanaimsa

3 HepaHILOMI/I?;I/IpOBaHHI)IC CpaBHUTCIIbLHBIC UCCIICAO0OBAHH, B T.4. KOTOPTHBIC NCCIICAOBAHU S

4 HecpaBHuTENnbHBIC HCCIICIOBAHUS, ONMMCAHUE KIMHHYECKOTO CITydas WM CEPUHU CITydaes,
uccaeaoBaHus "'cIydai-KOHTPOJIb"

) Nwmeercs numb 000CHOBaHHME MeXaHW3Ma JEMCTBHS BMEIIATENbCTBA (JIOKIMHUYECKUE
UCCIIEIOBAaHUS) UM MHEHHE SKCIIEPTOB

Tabnuua 3. WLkana oueHKM ypoBHen ybeautenbHocTtu pekomeHaauun (YYP)
ansa  metoaoB NpodMNakTUKKW, AOUArHOCTUKMU, JleYeHUss U peadbunurtauum

(npodmnakTnyeckux, AVNarHoCcTUYecKux, neyeoHbIX, peabunuTaunoHHbIX
BMellaTenbCTB)

YVP Pacmudposka

A CunbHasi pexkoMmeHarust (Bce paccmarpuBaeMble KpuTepuu 3(H(HEKTUBHOCTH (HCXOIBI)

SIBIISTIOTCSI BKHBIMH, BCE HCCIICOBAaHUS HMMEIOT BBICOKOE WJIHM YIOBIIETBOPHUTEIHHOE
METOJIOJIOTHYECKOE Ka4yeCTBO, HMX BBIBOJBI 10 HMHTEPECYIONIMM HMCXOJaM SBIISIOTCS
COTJIACOBAHHBIMH )

B VYcnoBHas pekoMeHaIus (He Bce paccMaTpuBaeMble KpuTepuu 3PGEeKTUBHOCTH (MCXOIbI)
SIBIISIFOTCSl BOXKHBIMHU, HE BCE HCCIICOBAHUS MMEIOT BBICOKOE HIIM YIOBJICTBOPUTEIILHOE
METOJIOJIOTHYECKOE KaueCTBO W/WJIM HMX BBIBOABI 10 HMHTEPECYIOIIUM HCXOJaM He
SIBIISTFOTCS COTJIACOBAHHBIMH)

C Cnabas pexomeHaauus (OTCYTCTBHE [O0Ka3aTelbCTB HaJJeKallero KadectBa (Bce
paccmatpuBaeMble KpuTepud JPQPEKTUBHOCTU (MCXOJbl) SBISIOTCS HEBAXHBIMHU, BCE
WCCIIEIOBAaHUSI HMEIOT HHM3KO€ METOJIOJIOTUYECKOE KadecTBO M HMX BBIBOJBI IO
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

Mopsaaok 0GHOBNEHUS KNMMHMYECKUX peKoMeHaaumnm

MexaHu3sM ~ OOHOBJEHHS ~ KIMHUYECKMX  pPEKOMEHJAIMM  MpexycMaTpuBaeT  HX
CHUCTEMATHUYECKYIO aKTyaJU3allli0 — HE PEKe YEM OJIMH pa3 B TPU rojia, a TaKXKe MPHU NOSBICHUU
HOBBIX JIaHHBIX C MO3WLMHM JOKAa3aTEJIbHONM MEIUIMHBI IO BONPOCAM JUArHOCTHUKH, JICUYEHUS,
OpoQMIAKTUKA W peadMIUTalMd  KOHKPETHBIX  3a0o0jieBaHMM, HaJIu4ud 00OCHOBAaHHBIX
JIOTIOJTHEHUI/3aMeuannii K paHee yTBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsiies.
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ITpunoxxenne A3

CnpaBouyHble MaTepuabl, BKJIYasi COOTBETCTBHE NOKA3AHUI K NPUMEHEHH 0
U MPOTHBONOKA3aHMIA, CIOCO00B NPHMMEHEHN S U 103 JIEKAPCTBEHHbIX
NpenapaToB, HHCTPYKI UM N0 NPUMEHEHHUIO JEeKAPCTBEHHOI 0 Npenapara

[Tpunoxenue A3.1

JTOKyMeHTBbI M pecypchl, HCIIOJIb30BAHHBIC PH NOAT0TOBKE KIUMHUYECKHX
peKoMeHaumin

1. Ilpuxaz3 Munsapascoupazsutugs P® N 185 ot 22.03.2006 roma "O wmaccoBom
00cneT0BaHUM HOBOPOXKJACHHBIX JIETEH Ha HACIEACTBEHHbIE 3a00IeBaHus".

2. Ilpuka3 MuHucTepcTBa 31paBOOXpaHEHUs U colnanbHOro pazsutus P® ot 16 anpens 2012
r. N 366H "O6 yrBepxkaenuu [lopsinka oka3zaHus neAMaTpu4ecKoi moMomnun'".

3. Ilpukaz MwunucrepctBa 3apaBooxpanenust PO "OO6 yrBepxaennn [lopsimka oxazaHus
MEUIIMHCKOM OMOIIH OOJIbHBIM € BPOKJICHHBIMU U (MJIM) HACIEACTBEHHBIMH 3a00J1€BaHUSAMU" OT
15 Hos16ps1 2012 1. N 917H.

4. TocynapcTBeHHBIN peecTp JIEKapCTBEHHBIX cpecTB: https://grls.rosminzdrav.ru.

5. Ilpukaz M3 P® or 20 npekabpst 2012 r. N 1183n "OO yTBepkAe€HHH HOMEHKJIATYPHI
JOJIKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUYECKIX PAOOTHUKOB'".

6. ITpukaz M3 P® ot 23 utonsa 2010 r. N 5411, Equnenii kBamuuKamOHHBIN CIIPaBOYHUK
JOJDKHOCTEH  PYKOBOJHUTENCH, CIHENUATUCTOB W ChOyxammux, pasfaen KsamudukarmoHHbIC
XapaKTEePUCTUKH JTOJKHOCTEH paOOTHHUKOB B chepe 3ApaBOOXpaHEHHUS.

7. Ilpuxa3 MunzapaBa Poccuu N 1031 ot 28.02.2019 1. "O6 yTBEep>KIeHUHU MOPSIAKA U CPOKOB
pa3paboOTKM KIMHUYECKUX PEKOMEHAALNN, HX I[epecMoTpa, TUHOBOW (OPMbI KIMHUYECKHX
pPEKOMEHIalUii U TpeOOBaHUH K MX CTPYKTYpE, COCTaBY U HaydHOHW 0OOCHOBAaHHOCTH BKIIFOYAEMOM
B KJIMHUYECKHE peKkoMeHaauuu nadopmanuu'.

8. Ilpukasz MunznpaBa Poccum ot 13.10.2017 N 8041 "OO yTBepKJI€HUM HOMEHKJIATYPBI
MEIMUIMHCKUX ycayr".

9. Ilpuka3 MunuctepcTtBa 3apaBooxpanenuss PO ot 14 suBaps 2019 r. N 4u "OO6
YTBEPKICHUM MOPSIIKA HA3HAYCHUsI JICKAPCTBEHHBIX MpenaparoB, GOpM pelenTypHbIX OJaHKOB HA
JIEKapCTBEHHbIE TPeraparhl, Mopsiika 0(opMIICHHs YKa3aHHbBIX OJIaHKOB, UX yueTa U XpaHeHus".

10. Ilpuka3z MunsnpaBa Poccun 203 ot 10 mas 2017 r. "OO yTBepKIEHUH KpUTEPHEB
OILIEHKH KaYeCTBa MEIUILIMHCKOM moMomu".

11. Pacnopsuxkenue IlpaButensctBa PD ot 7 nmexabps 2020 r. N 3242-p OO0 yTBepkIeHUU
MepeyHs CHEeIUAN3UPOBAHHBIX MTPOIYKTOB JIe4UeOHOT0 MUTAHUS AJs AeTel-uHBanua0B Ha 2021 r.

12. Tlpuka3 ot 14 urons 2016 roma N 500 "OO opraHu3aiuu MPOBEACHHS CEICKTHUBHOTO
CKpUHHUHTA".
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[Tpunoxxenue A3.2

Cxema MeTa00/IMYeCKHX MPOLECCOB NPU M30BAJICPUAHOBOM alUAEMUH

beroK Tranepnii
parHoHa \ TeHITHH SE (e
3
v
C-RETQHIOKANIDOHOEAA,
KHCIIOTa

¥
H30BaIepPHAHOBAA KHCIOTA uaeBAIsREAK A,
3-rHApOKCHH30BATIEPHAT - Haoeanepna-KoA aermaporenasa
4-ruapokcHmMzoBaTepHAT [T T T T T
S L 3-metrnkpoToHHI-KoA

aueToANSTAT aneTHI-KoA

Puc. 1 Cxema MeTaboinyueckoro mporecca npyu W30BaJIepUaHOBOM anuaeMund. MeTaboanyecKkuii
OJIOK BBIJICTICH YEPHBIM I[BETOM.

[Tpunoxenue A3.3

IMoka3anus K NpoBeeHUI0 CEJTEKTUBHOI0 CKPUHUHTA HA HACJIeICTBEHHbIE
00J1e3HM 00MEHa METOA0M TAHJAEMHOI MacC-CIIEKTPOMETPUH

Jlnsi  TmpoBeNEHUS CEIEKTHBHOTO CKPUHHMHTA Ha HACJICICTBCHHbIC 00Je3HH oOMeHa
HANpaBJSIFOTCS JETH B Bo3pacte N0 18 JieT mpu BBISBICHHH OJHOTO M3 OCHOBHBIX KPUTEPHCB
(cuMITOMOB) OO IBYX U 00JIee TOMOTHHUTEIbHBIX KpUTepreB (cumnTomoB) [14]:

OCHOBHbIe KpUTepun (CUMNTOMbI)

1. BHe3anHoe yXyallleHUE KIMHUYECKOTO COCTOSHHUS peOeHKa Mocje Mepruoja HOPMalbHOTO
pa3BUTHS (CYTKH, HEAETH, MECSIT):

- Octpas metabonnyeckas >Hiedanonarus,

- Jleraprus (koma),

- Cynoporu, pe3suCTeHTHbIE K aHTUIMIICTITUYECKON TeparuH.

2. 'emaromeranust (renaToCTUICHOMET Ak )

3. MeTaboIu4YeCKHi aruao3

4. MHOX€CTBEHHBIE MTEPETIOMBI

5. JleTckasi CMEpTHOCTB B CEMbE OT 3a00JI€BaHUI CO CXOIHBIMU CUMITTOMAaMH.
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AononHuTtenbHble KPUTEPUU (CUMNTOMBI)

. Kapaunomuonarus
. I'nnornukemus
. TpomOonuTonICHUS
. [loBbrmienune yposust nedeHouHbIx GpepmentoB (AnT, AcT) 6ornee yem B 1,5 pa3a oT HOpMBI
. [loBermenne yposust kpeatruHpocdoknnazel (KDOK) Gonee yem B 2 pa3a OT HOpMBI
. CHmkenue ypoBHs menoanoi gpocdarassl (I111D) Huke Bo3pacTHONH HOPMBI
. Merabonuueckuii ajkano3
. [loBbIlIeHNE KETOHOBBIX TEJI B KPOBH W/MIIK B MOYE
. AHOMaJBHBIN 3aI1ax MOYH, Teja, YITHOU CephI, TF000 HEOOBIYHBIHN 3armax
10. Hapymienue pocTa BOJIOC, aJIOTIEIUs
11. Pe3ucTeHTHBIE K TEpANIUU CYJOPOTH
12. KocTHO-CycTaBHBIE aHOMaJIMU (TYTONOJBMKHOCTH CYCTAaBOB, JedopMalus TpyIHOU
KJIETKH, PAXUTOIO00HbIE U3MEHEHUS])
13. I'pblku (MymnoyHasi, 1ax0BO-MOILIOHOYHAsT)
14. Yactble cpbIrMBaHus, pBOTA
15. lucToHNM, TUIIEPKUHESBI.

O 00 1N DN K W~

[Tpunoxxenue A3.4

Hopwmbl ¢pu3zno10rudeckoil noTpeOHOCTH B OCHOBHBIX NMUILEBBIX BelIeCTBAX U
JHEPTUH AJIs1 310POBBIX JeTeil

Tabnuua 1. CpegHecyTO4YHble HOPMbl NOTPEOHOCTEN B OCHOBHbLIX MULLEBbIX
BellecTBax U 3Heprum Ansa AeTen NepBoro roaa XXW3Hu (Ha Kr maccbl Tena) [9]

Bo3spact (mec.) DHeprus benok Kupsl YrieBoibl
KKaJjl/ Kr /KT /KT /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

Tabnuua 2. Hopmbl r3nonorM4yeckom NOTPEOGHOCTM B OCHOBHbIX MULLEBbIX
BellecTBax U 3Heprum AnsA 3fopoBbIX AeTen cTaplue roga <*>

<*#> Jlns nered ¢ M30BaJepHaHOBOM amuaemMuen crapiie rojga mnotpelineHue Oenka o
CpPaBHEHHMIO C YKa3aHHbIMU B Tabmuie ymeHblaercs Ha 10-25% B 3aBUCUMOCTH OT (OPMBI
3a00JIeBaHMs, TSDKECTH COCTOSIHUSL M HYyTPUTUBHOTO CTaTyca peOeHKa.

Bospacr

OHeprus
KKaJI

benoxk,
I/CyTKH

Kupsi,
I/CyTKU

YrieBomsl,
I/CYTKH

ot 1 roza o 2 jet

1200

36

40

174
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OT 2 J€eT 10 3 JIET 1400 42 47 203
ot 3 o 7 ner 1800 54 60 261
or 7 no 11 ner 2100 63 70 305
ot 11 mo 14 ner manpunku 2500 75 83 363
ot 11 no 14 ner neBoukn 2300 69 77 334
ot 14 no 18 ner roHOWIN 2900 87 97 421
ot 14 o 18 ner neBymiku 2500 76 83 363

Tabnuua 3. MuHuManbHbIM Ge3onacHbIW ypoOBeHb 6Oenka cornacHo
FAO/WHO/UNU 2007 B 3aBMCMMOCTM OT BO3pacTa

Bospact r/Kr/cyT

Mnanenus! (Mec.)
1 1,77
2 1,5
3 1,36
4 1,24
Hetu (1.)
0,5 1,31
1 1,14
1,5 1,03
2 0,97
3 0,90
4-6 0,86-0,89
7-10 0,91-0,92
[ToapocTkwu (T.)
11-16 0,88-0,92
B3apocsie (T.)
Crapmie 16 0,84-0,87

Tabnuua 4. CpegHecyTOYHble HOPMbI (pU3MONOrMYecKUXx MNOoTpedbHoCcTENn B
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3Hepruu ans aeten cornacHo FAO/WHO/UNU 2001 (WHO Technical Report Series

17-24 okt 2001)

Bospacr (mec.)

OHeprus (KKaJ/Kr) Myx.

DHeprus (KKaJl/Kr) )KeH

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

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

[Tpunoxenne A3.5

IHoTpedHOCTD B JIeHIIMHE W TJIMIUHE Y NANMEHTOB ¢ H30BAJICPUAHOBOI
auMaeMue B 3aBUCUMOCTH OT BO3pacTa

Tabnuua 1. MuHuManbHaa NOTPeOHOCTL B NenuuHe, rMULUUHEe U KapHUTUHE Y
nauMeHTOB C U3oBanepuaHoBon aunaemMmen B 3aBMCMMOCTU OT Bo3pacTta <*> [9]

<*>  Jluetotepanus

l'IpI/I HACJICACTBCHHBIX
Mertoanueckoe mucbMo. Mocksa 2013 1. 97 c.

0O0JIE3HSIX AMHHOKHCIOTHOTO OOMEHa.

Bo3pact nanmenTon

Cyro4Hast TOTpeOHOCTH

Jleninmu I'munun Kapautun
Jletu rpyAHOTO BO3pacTa MI/KT Macchl Tena
0-3 mec 80-150 150 150
3-6 mec 70-140
6-9 mec 60-130
9-12 mec 50-120
Heru crapie 1 roga Mr/cyt
1-4 ropa 500-900 1400 1250
4-7 net 600-900
7-11 ner 700-900
[TonpocTku 1 B3pocIble Mr/cyT
Hesymku 11-15 ner 700-900 - -
HeBymiku 15-18 ner 620-820 - -
JeBymiku crapuie 18 et 620-820
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IOnomm 11-15 ner 1100-1500 - -
IOnomm 15-18 ner 1100-1500 - -
Onomm crapme 18 ner 1000-1400

Tabnuua 2. KoachduumeHT KOHBEpCcUM nenumHa

['pynna npotykToB K03 unmeHT
DpyKTHI 35
OBomu 53
KaprodenbHbie mpoayKThI 66
MoJiouHbIE TPOTYKTHI 104
X11ed 81
3epHOBBIE MPOJTYKTHI 79
MsiCHBIE TPOTYKTHI 90

3aMeHa jeiHa 0eIKoM
1 r. 6enka = 70 Mr nediuuHa

Pacuer cyrounoro xonmuecTBa Oenka AJis I€Tel TIEPBOro TOJa KU3HHU ITPOBOJUTCS UCXOMS U3

HOpPM moTpeOsieHus Oerka

JUI.  3I0pPOBBIX JIETEH.

[Tarmentam  crapme 1

roja CiemyeT

OPHEHTHPOBATHCS Ha OE30IaCHBI ypOBEHb IMOTPEOICHUST OeKa W TOJEPAaHTHOCTh TMAIlMEeHTa K
nuIeBoMy Oenky (cM. npuinoxkenne A3.4).

[Tpunoxenue A3.6

Cneunaau3upoBaHHbIe MPOAYKTHI HA OCHOBE aMMHOKHUCJIOT 0e3 Jeinuna <1>

<1> [IpoayKThl 3aperucTpupoBaHbl Ha Tepputopuun rocyaapcts Tamoxennoro Coroza.

HaumenoBanue npoaykra | benok | Xup, r | Yriesogpl, | DHepreTudeckas Bospacr
(9kB.) T r IICHHOCTbh, KKaJI | NPHUMEHECHUS
"Hytpuren 14 — leu” <****> 14 23 50,4 470 ot 0 mo 1 rona
"Hyrpuren 20 leu" <****> |20 18 50,2 443 crapue 1 roga
"Hyrpuresn 40 leu" <****> 140 13 31,1 401 crapue 1 roga
"Hytpuren 70 leu" <****> |70 0 4,0 296 crapue 1 roga
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ITpunoxxenne A3.7

IIpumepHbIii CyTOYHBI HA0OP NMPOAYKTOB /51 NAUMEHTOB ¢ H30BAJICPUAHOBO

Taomuma 1.

anuaeMuen

[IpuMepHBIif CyTOUYHBIH Ha0Op MPOIYKTOB,

€ro XWUMHUYECKHIl COCTaB U

SHEpreTuYecKasl HEHHOCTh VISl AETEN JOLIKOJIBHOTO BO3pacTa ¢ M30BaJIEPUAHOBOM allUIeMUEN

[TpomykThI Konunuectso, XUMHYECKUN COCTaB, I DHEpPro1eHHOCTb,
r ) OenKU | JKUPBI | YIJIEBOJIBI o

Xn1ebd HU3KOOEIKOBBII 140 1,06 3,5 84,2 378
X1e000yII0UHBIC U3ISITHS 30 0,23 2,7 19,4 105
Cyxas cMech HU3KoOenkoBast |54 0,87 1,8 50 79,3
Bepmurens HuzkoOenkoBas | 13,7 0,12 0,08 11,2 47,9
Kpymna nuzkobenkoBas 25 1,7
Cyxoii 6e30eTKOBBII HAITUTOK | 24 50 17,2 114
Macio ciauBO4HOE 20 0,1 16,5 0,16 149
Macio ToruieHoe 10 0,03 9,8 0,06 88,7
Macno pactutenabHOE 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprodensb 100/70 1,4 0,28 11,4 56
Kamycra cBexast 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 4.8 25,8
Caekia 60/48 0,72 0,05 4,32 20,2
Kabauku 25/19 0,12 0,06 1,0 4,75
Orypirs 5/4 0,03 - 0,11 0,65
Camnar 10/9 0,12 - 0,18 1,4
[Tomuopsl 15/13 1,3 0,03 0,49 3,0
Tomar-macra 8/7 0,35 - 1,33 7
JIyk pemuaTslii 5/4 0,05 - 0,32 1,45
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KimokBa 10 0,05 - 0,38 2,6
Coxn 100 0,5 - 11,7 47
DpyKTHI CBEIKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI cyxue 10 0,3 - 5,05 22,7
3a CUeT HaTypaJIbHBIX 9,5 70 258 1700
MPOJIyKTOB MUTAHUSI

Hu3ko0enKkoBBIi paliioH MUTaHHUS B3POCIBIX TAIMEHTOB COCTOUT W3 KPYI, CHEIHaTbHBIX
HU3KOOETKOBBIX MPOAYKTOB, (DPYKTOB M OBOIMIEH, IIUPOKOTO ACCOPTHMEHTA PACTUTEILHBIX Macell,
CJIaI0CTEN.

[Ipu sToM pazpemaercs cBoOOaHO (0€3 CHenualbHBIX PACYETOB) HCIOJIB30BATh CBEXKHUE,
3aMOpOYKEHHbIE WJIM KOHCEPBUPOBAHHBIE (DPYKTHI U OBOLIM C cojepkaHHeM Oenka mMeHee 1 I Ha
100. [Ipu BxitOUEeHUH B MuUTaHHe (PYKTOB WM OBOIIEH C coaepkaHueM Oeika Oonee 1 r/100 r
KOJIMYECTBO O€lTKa B HUX JOJDKHO YYUTHIBATHCS.

[Tpunoxxenue A3.8

PacuumgpoBka npumedanui

..** — mpenapat BXOJUT B MepeyeHb )KM3HEHHO HEOOXOUMBIX M BaXKHEHUIINX JE€KapCTBEHHBIX
npenapatoB (Pacropspkenne [IpaBurensctBa PO ot 12.10.2019 N 2406-p "OO6 yTBEepkKACHUH
MepeYHs KM3HEHHO HEOOXOIMMBIX M BOXHEHINMX JIEKApCTBEHHBIX mpemapatoB Ha 2020 rox, a
TaKKe MEePEYHEN JEKapCTBEHHBIX MPENapaTroB I MEAUIMHCKOTO MPUMEHEHUS U MUHUMAaJIbHOTO
ACCOPTUMEHTA JIEKAPCTBEHHBIX MPErapaToB, HEOOXOJUMBIX I OKa3aHHs MEIUIUHCKON moMomnu'",
Pacniopstxenue [IpaBurensctBa P® ot 23 HOos16pst 2020 r. N 3073-p).

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HHCTPYKIHHU JICKAPCTBEHHOT'O
CpeICcTBa IMOKa3aHWM OCYHIECTBISIETCA IO PEUICHHI0 BpadyeOHOM KOMHCCHM, C pa3peuieHus
JIoKaJIbHOTO 3TUYECKOTO KOMMTETa MEAMIIMHCKOW OpraHu3anuu (Ipy HaJU4MH), C YCIOBUEM
MOANKUCAHHOTO WH(OPMUPOBAHHOTO COTJIACUS poJuTeiel (3aKOHHOTO MPEACTaBUTENS) U MAllUEHTa
B Bo3pacre crapuie 15 ner.

falaiaked CHENMATU3UPOBAHHBIN MPOAYKT JIEYEOHOTO MUTAHUS, BKJIIOYCHHBIH B MEpeYeHb
CHEIHATM3UPOBAHHBIX IMPOJIYKTOB JieueOHOro muTaHus it jereii-unBanunoB (Ilepeuens
CHEIHATM3UPOBAHHBIX TPOAYKTOB JieueOHOro MNUTaHus Ui JeTeii-uHBanmumoB Ha 2021 rog,
yTBEepkACHHBIN pacniopsbkenueM lIpaBurensctBa Poccuiickoit @enepanuu ot 7 aexadbps 2020 r. N
3242-p).
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IIpunoxenue B
HNudopmanus A naumeHra

Yo Takoe H30BaJepHAHOBAsS anuaeMus (amuaypus)?

W3oBanepuanoBas amuaemMus (aumaypus) — HAcJIE€ACTBEHHOE HapylleHHe OOMeHa
aMHHOKMCIIOT. BpI3BaHa aeduIuTOM  MHTOXOHIpHAIBHOTO  (epMeHTa u30oBanepmi-KoA-
neruaporenassl (IVD), 4to npuBoAUT K HAKOIUIEHUIO ITPOU3BOIHBIX M30Banepui-KoA.

Kak nposiBiisieTcsi n30BajiepuaHoBasi auuaypus?

N3oBanepranoBas anuypusi MOKET MPOSIBIATHCS B Pa3HOM BO3pacTe — OT MJIaJIeHYecTBa J0
nerckoro. Ilpu 3Tom 3a0o0seBaHUMM HAKaIUIMBAIOTCSI TOKCHYHBIE BEIIECTBA, KOTOPHIE OKa3bIBAIOT
BO3/ICHCTBUE HA KJIETKM HEPBHOW CHCTEMBI, IOJDKEIYIOYHOM KEJIe3bl M CEPACYHOM MBIMIIBL. Y
pebeHKa MOKeT HabIoAaThCsl CUMIITOMBI, HATOMUHAIOIIME OTpaBiieHUue (MHTOKCUKAIIMIO) — YacTble
CpBITMBaHMsI, pBOTAa, OTKa3 OT €/bl, MBbIIIEYHAs CIAa00CTh, BSJIOCTh, CYJOPOTH, IMOBBILICHHAS
COHJIMBOCTb. XapaKTepeH, 0COOEHHO B MEPHO/IbI META00INYECKON JeKOMIIeH Ay, 0coObIi 3amax
OT TeJla M YITHOM Cepbl, HAIOMUHAIOIIUH 3aIlax ChIpa WM MOTA.

HaubGonee omacHbIMH [UIsl KU3HU COCTOSTHUSIMH, BEAYILMMHU IPH OTCYTCTBUU JI€UEHUS, K
HEOOPAaTUMBIM IMOCJIEACTBUSAM BILIOTH JI0 JIETATHHOTO UCXOa, SBJISIOTCS "'MEeTa00IMIecKre Kpu3bl'.
B 5T neproap! NOBBIIIAETCS KOHIEHTPAUS OPraHUYECKUX KUCIOT B KPOBU, aMMOHMSI, N3MEHSETCS
KHCJIOTHO-IIIEJIOYHOE COCTOSIHUE KPOBU, HAPYILIAETCS SHEPT€TUYECKUI OOMEH.

Kpu3pl 00bIYHO IPOBOLUPYIOTCS TAKMMM HEOJAronpUATHBIMHM (DakTOpaMH, Kak HapylIeHHE
IHUEThl, MNpeHeOpeXEeHWe Ha3HAYeHUsIMH Bpaya, BHUPYCHbIE M OakTepHalbHble HWH(EKLUH,
CTPECCOBBIE CUTYAI[H, TPABMBbI M, XUPYPrUUECKHE BMEIIATEIbCTBA, SMOLIMOHAIbHBIE U (PU3UUECKH
HarpyskKu.

[IpenBecTHUKaMU KpH3a SIBISIETCS CHUKEHHE SMOLIMOHAIBHOIO TOHYCA, BAJIOCTh, COHJIMBOCTb,
nanee peOEHOK OTKa3bIBAeTCS OT €lbl, MOXET ObITh PBOTA, BO3MOXKEH MOABEM TEMIIEpaTyphl,
0co0eHHO TpH J1e0r0Te HH(PEKITMOHHOTO 3a00JIeBaHMS, BO3MOKHBI CYJIOPOTH.

HeoTtiioxHOE J1€eueHne OYeHb BaXKHO, TaK KaK CYLIECTBYET BBICOKMH PUCK HEBPOJIOIMYECKHUX
OCJIOKHEHUH.

Kak Hacjaexyercsi n3oBajiepuaHoBasi auaypus?

W3oBanepuanoBas aluaypusi HacleAayeTcs M0 ayTOCOMHO-PELECCUBHOMY THUIly. DTO 3HAYMT,
410 00JIE3Hb HPOSIBIISIETCS TOJBKO B TOM cCllydae, ecid 00a pOAUTEINs SBISIOTCS HOCHUTENSAMHU
00JIE3HH U, XOTSI caMU OHM He OOJICIOT, epeAaloT peOeHKY Ba MOPAKEHHbIX T'eHa. bolbIIMHCTBO
ceMel, rJe ecTb peOEHOK C 3TUM 3a00JieBaHMEM, HE CTaJKUBAJIUCh paHblIe C MOJOOHON
npobsemoit. Puck moBropHOro poxaeHus pebenka ¢ VIBA B ceMbe, Ile YK€ €cTh JETH C 3TUM
3a00JIeBaHUEM, COCTaBIAET 25% Ha KaXKayt0 0€peMEHHOCTb.

Bbpatbst u cectpsl pebenka ¢ IBA, MOT'YT Takke UMETh 3TO 3a00JIeBaHUE, JaKe €CIIM Y HUX Ha
MOMEHT JMarHOCTUKM YJIEHOB CeMbHM He OBbIO CHUMNTOMOB. B maHHOM ciiyyae HE0OXOIMMO
MIPOBECTH JJMATHOCTHKY, YTOOBI KaK MOXHO paHbIlle HayaTh TEPamUI0 M M30eKaTh OCIOKHEHWH.
Taxoxe OHM MOTYT OBITh HOCUTEISIMU, KaK UX POAMTENH. UTO KacaeTcs JPYTruX WIEHOB CEMbH, TO
UM B@)XHO COOOIIUTH, YTO OHU MOTYT OBITh HOCHUTEISIMH. DTO 3HAYMUT, YTO U y HUX €CTh PHUCK
POKIEHUs peOeHKa ¢ JTaHHBIM 3a00JIEBaHUEM.

Bce cembr ¢ JOMKHBI 0053aTENBbHO NMPOWUTH MEIUKO-TEHETHYECKOE KOHCYIbTHPOBAHUE H
MOJIyYUTh TOJHYI0 MH(OPMAIUIO OT Bpaua-TeHETHKAa O PUCKE MOBTOPHOTO MPOSBICHHS JAHHOTO
3a00JIeBaHHs B CeMbe, OOCYIUTh CO CIELHAIUCTOM BCE BONPOCHI, CBA3aHHBIE C HACIEIOBAHUEM
3aboneBanus. B Poccun MeauKko-reHeTHUeCKue KOHCYIbTAlluU paboTalOT B KaXI0M PEruoHe.
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C uenbio NpoBEAECHUs NMPEHATAIBHON U MPEUMILIAHTALIMOHHOM JMAarHOCTHKHU CYIPY)KECKOMN
nape mpeaBapuTeIbHO HEOOXO0IMMO TIPOUTH 00CIIeIOBaHNE HA HOCUTEIILCTBO MyTaluii B reHe [VD,
0oOpaTUBIINCH B CHEIHAIU3UPOBAHHBIC AUATHOCTUYECKHUE JIAOOPATOPUU U MEIUIIMHCKUE IIEHTPBHI.
[IpenatanpHass JUArHOCTHKA IIPOBOJUTCS MOJIEKYJISPHO-T€HETUYECKUMH METOJaMH, IIyTeM
uccnenoBanus /IHK, BeieneHHoi u3 OuonTata BOPCHH XOpPHOHA W/WIHM KJIETOK aMHHUOTHYECKON
KHUJIKOCTH W/WIJIM TUIOTHOW KPOBH.

Kak ycranaBiuBaeTcsi 1HarHo3 H30BajJepHaHOBOi anuaypun?

Ha ocHOBaHMM KIMHUYECKHX CHUMIITOMOB Bpad MOKET 3aI0I03pUTh JIMAarHO3 U OTIPaBUTh
MalKeHTa Ha JiabopatopHoe obcienoBanue. MeTooM TaHJIEMHOW MacC-CIEKTPOMETPUH B KPOBU
OTIPENIETISIIOT YPOBEHb TAaKMX COCIWHEHHHN KaK KapHUTHH, AIMJIKAPHUTHUHBI U aMHUHOKHCIIOTHI, C
MOMOIIIBI0 METOJIa Ta30BOM Xpomarorpaduu Macc CHEKTPOMETPHEH — ypOBEHb OPraHUYECKUX
KHCJIOT MouH. [Ipu n3oBasiepuaHoBOM aruaypruu HAOJIIOIAE€TCS MOBBIIICHUE B KPOBH KOHIICHTPAIIHI
m3oBaniepunkapuutuHa (C5), yacto moBeiteHbl cooTHoreHue C5/C2 u mHora ypoBEHb TIIMIIMHA.
B Moue BBISBASIOT  TIOBBINICHWE  KOHIIGHTPAIlMU  W30BAJIEPUAHOBOM  KHUCIOTHI,  3-
TUAPOKCHUU30BAJIEPUAHOBOM KHUCIOTHI W W30BAJEPWITIUIMHA. [laniueHTaM ¢ BBISIBICHHBIMHU
OMOXMMHUYECKMMH HM3MCHCHHMSIMH, XapaKTEePHBIMH JUISI HM30BAJICPUAHOBOM  allUAypUH, IS
MOATBEPXK/ICHUST JMAarHo3a TPOBOJAT MOJEKYISIPHO-TEHETUYECKOE HCCIEOBaHUE C  IIJIBbI0
BBIBJICHUsT MyTarni B reHe [VD. OObIdHO I ATOTO NMPUMEHSIIOT HCCIEAOBAaHUE C TTOMOIIIBIO
TapreTHBIX TCHETUYECKUX MTaHEIIeH.

Kak jieyaT nauMeHTOB ¢ M30BAJIEPHAHOBOM auuaypueii?

OCHOBHBIMU METOJIaMHU JICUCHUS H30BAJIEPHAHOBOM AallMAypuu SBISETCS TUETOTEpanus U
Ha3HAYeHHE CHEeIUATbHBIX JIEKAPCTBEHHBIX MpPENapaTroB, KOTOPHIE MO3BOJIAIOT CHU3UThH BIUSHHUE
TOKCUYHBIX META0OJIMTOB Ha OPraHU3M U MO3BOJISIOT UM JIeT4Ye BHIBOAUTCA ¢ Mouoil. /luetorepanus
3aKJIIOYaeTCsl B OTPAaHUMYEHUHU NOCTYIJICHUS OelKka M TeX aMUHOKHUCIOT, METa0OJU3M KOTOPBIX
HapymieH. Co3/1aHbl CelMaIn3upOBaHHbIe JIeYeOHbIe CMECH ISl MUTAaHUS JETe pa3HOTO BO3pacTa.
[Ipn u30BasiepMaHOBOIl alMIypUH HAIMEHTHl JOJDKHBI MPHIEPKUBATHCS TUETHI, COCTOSIIEH M3
MPOJIyKTOB C HHU3KHUM COJAEpKaHMEM JIeHIMHa. Bpad cocTaBUT MmjaH NUTaHMS, COAEp KAl
HE0OX0IMMOE KOJMYECTBO OeiKa, MHUTATEIbHBIX BELIECTB M JHEPrud. ITOr0 IJIaHa MUTaHUS
clielyeT IpUIIEp>KUBAThCA HA MPOTSKEHUH BCeW XKU3HU. Bpau-reHeTuk u Bpau-AUETOJIOT MOMOTYT
paccuuTaTh AUETY, MIPABUIBHO BBOAUTH IPUKOPM M HaydyaT OCHOBHBIM IpPaBUJIaM JUETOTEPAIIUU.

Taxxke npu m30BajepuaHo auuaypy HA3HAYAIOT TJIMIHMH U JICBOKAPHUTUH. [ TMIMH — 3TO
aMUHOKHCIIOTa, KOTOpasi OMOTaeT OpraHu3My H30aBISTHCS OT HM30BaJEPUAHOBOW KHCIOTHI. DTO
MO>KET TOMOYb MPEAOTBPATUTh META0OINYECKUE KPU3HCHI.

JleBOKapHUTUH — 3TO 0€30MacHOE M HATypaJbHOE BEIIECTBO, KOTOPOE IMOMOTAaeT KIeTKaM
BbIpa0aThIBaTh SHEPTUI0. DTO TAKXKE I[MOMOTaeT OPraHu3My H30aBUTHCS OT H30BAJIEPHAHOBOM
KHUCTIOTHI M IPYTUX BPEIHBIX BEIIECTB.

He mnpunumaiite kakue-nubo nekapcTBa WM J00aBKH, HE IMOCOBETOBABIIMCH C BalllUM
BpauoM. KpaiiHe BaxHO cOOIIOAaTh BCe PEKOMEHAAIMM Bpadeld, 4ToObl MaKCHUMAalIbHO H30eXaTh
pa3BUTHUS METAOOTHMUECKUX KPU30B.

Kak sieyaT nanueHToB B epuo MeTa00JIM4eCKOro kpusa?

CrnenyeT BpeMEHHO TIPEeKpaTUTh NoTpebaeHune Oenka (Ha 24-48 yacoB). [IoTHOCTBIO OTMEHHUTH
0eOK HEBO3MOXKHO, TaK KaK OPraHM3M HYKJAeTCs B TMOCTYIUIGHMHM Oelka W eciu ero OyneT
MOCTYNAaTh HEIOCTATOYHO aKTUBUPYIOTCS IIPOLIECCH KaTaboIu3Ma.

Jloma mpu mepBbIX IpHU3HAKaxX 3a00JieBaHUS, OCOOCHHO KOTJa y peOeHKa CHUKEH alleTUT
(HampuMep, TpH MPOCTyNE, TPHUIIONOJAOOHBIX CHUMIITOMAaX, BUPYCHBIX HMH(EKIHUAX, JFOOBIX

40 n3 45


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

KnuHuuyeckme pekomeHgaumm — Mi3oBanepnaHoBas aumgemus/aumagypus — 2021-2022-2023 (23.09.2021) — YTBepxaeHsl MuHagpasom
P®

3a00JIEBaHUSIX, COMPSDKEHHBIX ¢ TemmepaTypoir > 37 °C, TOH3WIINTE, TaCTPOIHTEPUTE) CIEAYET
HA4aTh TEPAIHUIO IO MPEJOTBPAIICHUIO Pa3BUTHS Kpu3a. Eciu poauTeny He YBEPEHBI B MOSBICHUN
y peOeHKa TMepBhIX NPHU3HAKOB NpuOmmKaronerocs 3aboneBanusi (OJEIHOCTh, COHJIHMBOCTS,
pa3ApaKUTENBHOCTh, TOTEpsl AamleTUTa, JHUXOPaaKa, ToJIOBHas 00ib, JOMOTa u oOmas OoJb,
KaIelb, 00JIb B TOPJIE WIIH YIIax), TO B KAYECTBE MEPHI MPEIOCTOPOKHOCTH PEOCHKY CIIEAYeT aTh
BBITIUTH PACTBOp OAWH pa3. CaMbIMU paHHUMH MPH3HAKAMU OOBIYHO SIBIISIOTCS HE3HAYHTEIHHBIC
W3MCHCHHS B TIOBEJACHHH, KOTOpPbIE OOBIYHO JIETKO 3aMeyaroT pojautend. Ecmum  pebeHok
OTHOCHTEIIBHO 3JI0POB M Y HETO HET PBOTHI, & TOJBKO CIA00CTh U HEOOJbIIAS COHIIMBOCTH MOXKHO
MIOUTH €T0 Yepe3 poT PACTBOPOM MOJUMEpPA TIIFOKO3bI YACTHIMU JPOOHBIMU NmopuusmMu (Tabmuna 1).
TouHBI penenT/KOHIEHTPANHS TOJMMepa TIIFOKO3bl, PEKOMEHIOBaHHAS IS KaXKIOro peOeHKa
OTIIMYACTCS, HYXHO Y3HaTh Yy JIEHAllero Bpada dYTO HWMEHHO TMOJXOIUT BalleMy pEOCHKY.
HekoTopbM JIeTIM HE HpPaBUTCS BKYC IOJIMMEpA TJIOKO3bI, W OHU NPEINOYUTAIOT HAIHUTKH,
KOTOpBIC MPOJAIOTCSA B CylepMapKeTaX, HO KOHIIEHTPAIUU YIJIEBOJIOB B TaKWX HAIMMTKAX HUKE.
[ToxyrmaeMple HAMUTKH HYXHO TPUMEHSITH C OCTOPOKHOCTHIO. HU3KOKamoOpuiHBIC HAIMUTKH,
HamUTKH Oe3 1o0aBJIeHWsI caxapa COAEp)KaT OYeHb MaJo HMJIM BOBCE HE COJIEP)KAT YIIIEBOJIOB,
MO3TOMY UX HE CIIEYEeT UCTIOTIB30BATh.

C mosiBJICHUEM IMEPBBIX NMPU3HAKOB META0OJUYECKOTO KpH3a, He JIOKHIAACh MIPUX0/1a Bpaya,
clenyeT TpeKpaTuTh TpuemM Oenka (Ha 24, Makcumym Ha 48 dYacoB)!, YBEIHYUTH 03y
MepopaTLHOTO (dYepe3 poT) #ineBokapHuTHHA 10 200 MT/KI/CYyTKH U B 2 pa3a 03y TIUIUHA.

Tabmuma 1. OObeM  ManbTONEKCTPUMHA TPU  Pa3BUTUM  METAa0OJUYECKOrO  KpH3a
https://webgate.ec.europa.eu/chafea_pdb/assets/files/pdb/20101201/20101201d09-00_Ift_gb_ps.pdf

Bospacrt (ser) % MaJIbTOAEKCTPUHA kkais/100 mi O0bem (Mi1) B IeHB Yepe3 poT
o 0,5 10 40 Munaumansao 150 Mir/Kr
0,5-1 12 48 120 mur/xr
1-2 15 60 100 mu/kr
2-6 20 80 1200-1500 mu B cyTKH
6-10 20 80 1500-2000 mut B cyTKH
Crapuze 10 25 100 2000-2500 mi B cyTKH

3areM B TeueHHue 1-2 gacoB HYXHO PETYIIIPHO OUCHUBATDH KIIMHUYCCKOC COCTOSAHNC pe6eHKa.

Ecmu y pe6eHKa MOCTOSIHHAA PBOTAa W €MY HC CTAHOBUTCA JIydlIC, POAUTCIIAM CICAYCT
HE3aMCAJIUTCIBHO O6p8.TI/ITBC$I B 6OJ'IBHI/II_Iy JJIA O6CJ'I€I[OBaHI/IH.

Bpaan CKOpOfI IIOMOIITHU HeO6XOI[I/IMO nepeaarb  BBIIHCKY C  3aKIIIOYCHHEM U
PEKOMCHAAIMAMU Bpayda Mo Tepalunu B ICPUOJ MeTa00INYECKOTO Kpu3sa.

Poautensam HY>KHO B34ATb C coboit B 6OJ'ILHI/H_[y BCIO I/IH(I)OpMaI_II/IIO 00 HCHOJIb30BAHHBIX
pacTBOPAX M KEJIATCIBHO CaMU pACTBOPHI.

Kakoii Hy:XHO 1IpPOBOAMTH MOHHMTOPHHI /UIi MALHMEHTOB C H30BAJCPHAHOBOM
anuaypuen?

HCO6XO,I[I/IM MyJ'ILTI/I,[[I/ICI_II/IHJII/IHapHHﬁ noaxona K Ha6J'IIO,I[CHI/IIO n JICYCHHUIO ITaIUCHTOB C

HBOBaﬂepHaHOBOﬁ auHJ:[ypHeﬁ ClieuaJIMCTaMU  pa3HbIX HpO(I)HJICf/'I C IHECJIBIO obecrieueHust
KOMILIEKCHOM TCpalu u CBOCBpCMCHHOﬁ €C KOppCKIHU IIpU HCO6XOI[I/IMOCTI/I. ﬂJ’I}I MalueHTOB C
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M30BaJICPUAHOBON anuaypuell HeoOXOIUMBI PerylisipHbIe oOcienoBanus. B tabmuie 2 npuBeneH
MPUMEPHBIM TMEepeYeHb U PEryaspHOCTh HUCCIENOBAHUNA, HO B KaXJIOM CIydyae Bbl JOJIKHBI
COTJIaCOBBIBATH IJIaH 00CIIEJOBaHMSI CO CBOUM JIEYAIMM BPadyoOM.

Tabmuna 2. PerynsipHocTs 00CIIeI0BaHU TPH N30BAJIEPUAHOBOH alluAypU U

Hccnenosanne

WHTEpBaJ

Koppekuust nuerorepanuu (IIpoBOAST Bpadu-
TE€HETUKH WU BPayu-AUETOJIOTH)

1 p/mec Ha | roxny xwu3HH, ganee 1 p/3 mec u mo
nokazanusM 1o 3 set; 1 p 6 mec nocie 3 ser

VYIIbTpa3ByKOBOE  HMCCIIEIOBAHHE
OpraHoB OPIONIHOW MOJOCTH

(Y3U1)

B cpennem, 1 pa3 B ron

[TpoBenenue anexrposuuedanorpaduu (33I)

B cpennem, 1 pa3 B roxg

IMPOBCACHUC OMOXMMHYECKOI0 aHaIn3a KpoBU
001IeTepaneBTUYECKOTO

Ka)XkKJble 6 MecsIeB IamueHTaM 10 6 JeT, KaxJIble
6-12 mecsmeB marueHTaMm crtapme 6 ser. Ho B
nepuoa  MHQEKIMOHHBIX  3a00JIeBaHUN, TIpU
yIrpo3e MeTabOoJMYECKOTO Kpu3a — He pexe 1 paza
B 7-10 nuewn.

OO0t (KTMHUYECKUI) aHaJIN3 KPOBU

He pexe | pasa B rox

Uccnenosanne YPOBHS CcBOOOIHOTO
KapHUTHHA W AalWJIKAPHUTHHOB B KpPOBH,
KomMrmiekcHoe — ompefielieHne  CoJiepKaHus

OpPraHu4e€CKuXx KHUCJIOT B MOUC, KommekcHOE

OTpeJieNieHue  COJIEpP’KaHUSl  OPraHUYECKUX
KHCIIOT B MOY€ METOJOM TaHJIEMHOW Macc-
cnektpoMerpun, Kowmmeke wucciaenoBaHuit

Al JUarHOCTHUKH OPraHUu4Y€CKUX aunz[ypnﬁ,
I/ICCJ'IGI[OBaHI/IC aMHHOKHUCJIOT U MeTaOOJINTOB
B MOYC

KaXkapIe 6 MeCsIeB IaryeHTaM 10 6 JIeT, Ka)Kaple
6-12 mecsneB manweHTam crapuie 6 jer. Ho B
nepuoa  MHQEKIUOHHBIX  3a00JIEBaHUM, TpHU
yIrpo3e MeTaboJMYECKOTO Kpu3a — He pexe 1 pasza
B 7-10 gHelM yacTOoTa HCCIEIOBAaHUI B IUHAMUKE
3aBUCUT OT BO3pacTa: yamie y jaeredd a0 1 roma
(e)KeMeCcsSYHO) U JIeTe paHHEro M JIOIIKOJIBHOTO
BO3pacTa.

Kapaunonornueckoe o0ciaenoBanue
(OKT', DX0O-KTI')

B MOMEHT IMarHOCTHUKHU 3a00J1€BaHus,
Hanee, B cpenneM, 1 pa3 B roj

Kak nanuenTsl mosty4aror jedenue B Poccuiickoii ®@enepanun?

W3oBanepranoBasi aluIypyusi OTHOCUTCS K YHCITY PEIKUX HACICICTBEHHBIX O0Jie3HEH oOMeHa
BEIIECTB M BXOJMT B IIEPeUeHb PeIKUX (Op(aHHBIX) 3a00JI€BaHUM, JICYCHHE KOTOPBIX MPOBOJIUTCS
3a CUeT CpeACTB peruoHanbHOro Orokera. [locrne ycraHoBlIeHHE AMarHo3a HEOOXOAMMO
BKJIIOUEHUE TAlMeHTa B PErHOHAIbHBIA CETMEHT pEerucrpa Mo >KU3HEYTPOKAIOUIUM PEAKUM
(opdannbiM) 3a005€BaHMSIM, C LETbI0 JaNTbHEWIIEro oOecredeHus HEOOXOIUMBIM JiIe4eOHBIM
MMUTAaHUEM U JICKApPCTBEHHBIMH TperapaTamMu. B pa3sHBIX pernoHax 3a BEJCHHE PETUCTPa OTBEUYAIOT

pa3HbIC CIICHUAIUCTHI,

HO Yamie BCCro 3TO BPAYU-TCHCTUKH, IIO3TOMY IIOCJIC YCTAHOBJICHHA

Juardosa 00513aTeNBHO HYKHO 06paTI/ITLC${ K pCTrHOHAJIbHOMY Bpady I'CHCTHUKY.

Kak MoryT nomorarb poansbie u 01u3kue?
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He 3a0biBaiiTe — OT ceMpH TaKXke 3aBHUCHUT ycmex JiedeHus. HyxHo coOmonars
pPEKOMEHJALINY, HU NpU KaKUX YCIOBHUSAX HE JOINycKaTrh '"CphIBOB" B JMETOTEpalMM, CIEAYET
yIeNATh BHUMaHNE peaOUINTalU U TUIAHOBBIM 00CIieIoBaHUAM. Bee uiieHbl ceMbU JOJDKHBI 3HATD,
4TO peOCHOK HYXJAeTcs B 0COOOM NMUTAHUU M OJM3KUE POJCTBEHHUKH JOJDKHBI OCBOUTH HABBIKU
pacuera JUETHI.

Pomurenn manmeHTa ¢ HM30BAIEPHAHOBOM alMAypHEW, a B JaJbHEHINEM M CaM HALUEHT
JOJKHBI OBITH OOYYEHBI MPaBUJIaM OPraHU3AIMH TEPAIUK B MEXKIPUCTYITHBIN MEPHOI U B IEPUOT
YrpO3bl META00IMYECKOTO KPH3a.

VY pebenka mpu ceOe Bcerga AODKHA HAXOAWUTHCA IAMATKA C YKa3aHUEM HEOTJIOKHBIX
MEpPOTIPUATHH B IEPUO]T HAUUHAIOUIETOCS METab0JIMYECKOTO KpH3a.

[Tpunoxxenne B2

IIpumep "IkcTpeHHOI MaMATKA"
OKCTpeHHasA naMATKa

Buumanue! [lanpeHT yrposkaeM mo pa3BUTHIO OCTPOTO METaO0IMUECKOT0 KpH3a, CBI3aHHOTO
C HaCJIeJICTBEHHBIM 3a00JICBaHUEM.

1. Mpu3Haku geKkomneHcauum:

- YTHETEHUE CO3HaHMUS,

- BSUIOCTB, CI1a00CTh, COHJIUBOCTH;

- MOSIBJICHUE WM YCHIIEHHE CYJIOpPOT;

- OecnokoifHOe MoBeIeHHE, MJIAKCUBOCTD;

- HapyUIeHUs] BCKapMJIMBAHMsI, YaCThIE CPBITUBAHUS, PBOTA;
- MOBBIIIEHHOE MTOTOOTIETICHHE

- U3MEHEHHE MBIIIEYHOTO TOHYCA.

- 0coOBIi 3amax "cpipa, "MOTHBIX HOT'" OT Tena

[Ipumeuanue.
Hymeparus nyHKTOB J1JaHa B COOTBETCTBHH C O(PUIMATIBLHBIM TEKCTOM JOKYMEHTA.

1. Moka3aHusa K rocnutanusauum:

- IPU3HAKH ICKOMIICHCAIIHH;
- MHOTOKpATHasi pBOTa, JUapes;

- HH(MEKIIUHU ¢ BEICOKOM JTMXOPaIKOii;
- 00€3BOKHBAHHUE.

3. MNnaH pencrTBuNA:

ITpu noto3peHnu Ha MeTabOIUYECKUN KpH3:

3.1. CyrouHas KaloOpUHHOCTh pallioHa yBenuunBaeTcs Ha 25-50%.

3.2. VYBemuuenue Oenka Ha 120% oT OOBIMHONH HOPMBI 32 CUET MCIOJIB30BAHUSA
CMELUAITU3UPOBAHHBIX CMECE Ha OCHOBE aMHUHOKHUCIIOT HE COJEPIKaIINX JCHIINH.

3.3. OrpannuuTh nocryruieHue jgeinmaa Ha 50% wim yopaTh MOJHOCTBIO B 3aBUCHMOCTH OT
CTETIEHU NPOSIBIIEHUS] CUMIITOMOB Ha 24-48 u.
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3.4. O6ecneunTh YacThle KOPMIICHHUS HEOOIBIIMMU NOPIHUAMHU B T€UCHHE 24 YacoB.

3.5. Ilpu HaxoXIEeHHMHM TalMEHTa J0Ma, YBEJIUYUTHb TNOTPEOJICHHE YIIEBOJOB IS
BOCITIOJIHEHUSI KaJOPUHHOCTH 3a CYET pacTBOpa IEKCTPO3BI™* MM MalbTOJACKCTPHHA (IIPU HX
OTCYTCTBHMHM — CJIAJJKUN KOMIIOT, KUCEIIb)

Tabmuma 1. CooTBETCTBHE MEXy BO3PACTOM peOCHKA U JI030M JIEKCTPO3BI TSl SHTEPATLHOTO
NPUMEHEHHUSI TIPY M0I03PEHUU Ha MeTaboInueckuii kpu3 [24]

BO3pacT P-p nekcTpo3bl Ho3za Ho3za DHeprus
(%) MUII/KT/4q MJI/KT/CYT KKaJI/KI/CyT
0-6 mec. 15 7,7 183 110
6-12 mec. 15 7,0 168 100
1-3r. 20 4,5 110 90
3-6 1. 25 3,3 80 80
6-12 . 25 2,6 65 65
W 6-12 1. 30 2,25 54 65
12-15 ner 30 1,8 42 50
> 15 ner 30 1,6 38 45

<*> OOmuit 00beM paznensieTcs Ha 12 MpueMoB U BBOJIUTCS KaXkIble 2 yaca.

3.6. Ilpu HEBO3MOXXHOCTH OCYHIECTBJIATh, MOMJIEPKHUBATh MEPOPATHHOEC KOPMIICHHE,
YCTaHOBUTbH HA30TaCTPAIbHBINA 30H/I.

3.7. Ilpu rocnuTanu3aluMyd B CTAallMOHAp, HayaTh HeNpepbiBHYIO HHOY3ui0 p-pom 10%
JEKCTPO3bI** M3 pacueTa: HOBOPOXKIECHHBIE U AeTH 10 3-X yeT 10-12 mr/kr/mun, ot 3 g0 10 mer 8-
10 mr/kr/muH, ctapiie 10 et 5-8 Mr/kr/MuH.

3.8. KoHTposb aHaIM30B:

- KIIC, »51€eKTpoIuThl, aMMOHU I

- o01Mii aHAIM3 KPOBHU

- OTPEJICIICHHE KETOHOBBIX TEJI B MOYE

- ouoxumuueckuit ananuz kpou (K®K, AJIT, ACT, rmoko3a, 6unupyOuH o011, MpsSMOi,
moueBuHa, kpeatunuH, ['TT, LD, o6muii 6enok, ansoymun, CPb, kanuii, HaTpuil, KalIbLui, XJI0P)

- CIIEKTP aMHUHOKHUCJIOT U allWJIKAPHUTHHOB.

4. BegeHune naumeHTa nocne HeOTNOXHOWN CUTyaLun:

[IpoomxuTh BBEIEHHE NEKCTPO3bl IO CTAOMIM3AIMK COCTOSHHS, TIOJl KOHTPOJIEM TIIFOKO3BI
kpoBu, KIC, ypoBHs neliinHa, BaJlMHA, U30JI€HIIMHA B KPOBU.

[Ipn kynmupoBaHWM CHUMIITOMOB META0OJMYECKOW JEKOMIICHCAIlMH, CHW)KEHHHM 3HAYCHUU
TeiIMHa, BEJCHHE MPOIYKTOB COJEpKaIINX HATypaldbHBIA Oelok u3 pacyera 1/4 HEOOXOAMMOTO
CYTOYHOTO OObeMa B NEpBbId jaeHb, 1/2 — Ha 2-3-ii neHb, 3/4 — Ha 3-4-i AeHb, Jajee B MOJHOM
o0beMme.
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[Tpunoxxenue I'1-I'N

IIIkaabl OLEHKH, BOIIPOCHUKH U APYIHe OLEHOYHbIe HHCTPYMEHThI COCTOSIHUS
NALMEHTA, IPUBEJICHHbIC B KIMHUYECKUX PEKOMEHIANUAX

Hogeie, nuznannsie B 2020-2022 rr. u opunmanbHo yrBep:kaAéHHbIe Mun3apasom PO,
KIIMHUYECKHE peKOMEHAAlNHU (PyKOBOJICTBA, MPOTOKOJIBI JIECUEHHS) — HA HAILIEM caifTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rie-To keM-To TaHHBINA JOKYMEHT ObLI paHee pacreuaTaH, JaHHOe n3oopaxenne QR-koxa
MTOMOJKET BaM OBICTPO MEPEUTH 10 CChUTKE ¢ OyMaKHOH KOMTUHU — B HEM HAXOJUTCS 3Ta CChUIKA.
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