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Cnmcok cokpameHni

BKC - 6os1e3Hb KJIEHOBOTO CHpOIIa

KIIC — KUCIOTHO-IIEI0YHOE COCTOSIHUE

JIH®T -Tect — TecT ¢ TUHUTPODESHUITHAPASHHOM
MPT — MarHuTHO-pe30HaHCHAs: TOMOTrpadus
MC/MC — TanaemMHasi Macc-ClIEKTPOMETPHS
V3U — ynbTpa3zByKOBOE UCCIETOBAHUE

[HHC — uentpanbpHas HEpBHAsI CUCTEMA

OKT — snexTpokapauorpadus

Ox0KI" - axokapauorpadus



TepMuHBI U onpeaeJeHus

FeMO)IHa.J'IHS — MCTOA BHCIIOYCYHOI'O OYMIIICHUSA KPOBHU, BO BPEMs KOTOPOTO MPOUCXOAUT
YAAJICHHUC M3 OpraHnu3mMa TOKCHYCCKHX IIPOAYKTOB obMeHa BCIICCTB, HOpMaIU3alus
HapymeHI/Iﬁ BOAHOI'O U SJICKTPOJUTHOI'O 6a.]'IaHCOB, IIpH 3TOM OYHUIICHUE KPOBU OCYHICCTBIACTCA

Yyepe3 UCKYCCTBEHHYI0 MeMOpaHy C MPUMEHEHHUEM anmapara «MCKyCCTBEHHAs TOYKay.

Meraboanyecknii KpHM3 — KPUTHYECKOE, YIPOXKAIOIIEe JKU3HU  COCTOSIHUE,
CIPOBOLIMPOBAHHOE  HEOJIArONPUATHBIMU  (aKkTopamu, OOYCIAaBIMBAIOIMIMMHU  yCHUIJICHUE
IPOIIECCOB KJIETOYHOIO KaTraboiM3Ma ¢ HAKOIUICHMEM MPEUMYIIECTBEHHO JeWIMHA M JIPYTUX
AMUHOKHCJIOT C Pa3BETBIICHHOM LIENBIO M MPOSBIISIONIEECS OCTPO BO3HUKIIEH dHIIe(aonaTHei,

,I[I/ICTOHI/Ieﬁ, cyaoporamMu, nmpucTyrnamMmu pBOThI, IPU3HAKAMU OTCKA MO3Ta.

HepI/ITOHeaJILHLIi/i AHAJINA3 - MCTOJ BHCIIOYCYHOI'O OYHUIICHHUA KPOBHU, BO BpPEMs
KOTOPOro npoucCxoduT YAAJICHUC K3 OpraHu3Ma TOKCHUUYCCKHUX IHPOAYKTOB obMeHa BCIICCTB,
HOpMaIM3anus HapymeHHfI BOAHOT'O U 3JICKTPOJIMTHOI'O 6aJIaHCOB, IIpru 3TOM OYHUIICHHUEC KPOBHU
IMPOU3BOJUTCA 3a CUET CMEHBI CIICHUAJIBHBIX PACTBOPOB B 6pIOIlIHOI>i IIOJIOCTH, a B Ka4YCCTBC

MeM6paHI>I BBICTYIIACT 6p}01111/1Ha nmanuceHTa.

Huka Kpedca (1ukin TpukapOOHOBBIX KUCIOT, HMKJ JUMOHHON KHMCIOTBI) — CIIOXKHBIH
LUKIMYECKHH (epMEHTATUBHBIN Mpoliecc, IPU KOTOPOM B OpPraHU3ME IMPOMCXOJUT OKHUCIECHUE
MUPOBUHOTPAJHON KHUCIOTHI C 00pa30BaHMEM YTJIEKUCIIOrO rasa, BoJsl U s3Hepruu B Buje ATO,
3aHMMAaeT LEHTPaJIbHOE IOJIOKEHHE B 00Iel cucreMe oOMEHa BEIIECTB U JHEPIHMM KUBBIX

OpTraHHu3MOB.
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1. KpaTrkast unpopmanus no 3a00,1eBAaHUIO0 WIN COCTOSIHUIO (TpyIe
3a00J1eBAaHUIT UJIM COCTOSIHUIA)

1.1 Oupenenenue 3a00JeBAHUA UJIN COCTOAHNSA (IPYHIbI 32001eBAHUNA HJIH COCTOSTHUM)

Bouse3nb «kieHoBoro cuponay (neinuHo3) (bBKC) — HacneacTBenHoe 3aboneBanue u3
TPyNIbl  AMHUHOAIMIONATUH, OOYCIOBICHHOE JePHUIMTOM JETHIPOreHa3bl KETOKHCIOT C
pPa3BETBICHHOW IIEMbI0, MPHUBOJANICE K HAPYIICHUIO METa0OIM3Ma aMUHOKHCIOT JIeHIHA,
U30JICHIIMHA, BaJIMHA. 3a00JIeBaHUE XapaKTEPH3YETCs IMUPOKUM KIMHUYSCKAM MOTMMOPHHU3MOM
OT TSOKENbIX (OpM, MPOTEKAIOMIMX B BUJAE OCTPOH MIIAJCHYECKOW HdHIedaronaTuu

(OONMBIIMHCTBO CIy4aeB) N0 JIETKUX (OpM, MaHU(ECTUPYIOIIMX B IOAPOCTKOBOM BO3pacTe

[3,4,6,10].

1.2 DTHOJ0rMs U NATOreHe3 3200J1eBAHNS WJIH COCTOSHUS (rpynnbl 3200J0eBAHUN WJIN
COCTOSIHMH)

3aboneBaHne BBI3BAHO JEPUIIMTOM KOMIUIEKCa (EpMEHTOB JErHapoTreHa3bl anbda-

KETOKHCIOT ¢ pasBerBienHoii memnvio (BCKD), oOecreuuBaroluM — OKHCIHTEIBHOE
nexkapOoKcuIMpoBaHue (BTOpPOW STam Karabosiu3ma) JeHlMHa, W30JIeWIIMHA U BajWHA. JTOT
MyJIbTU(EPMEHTHBIN KOMIUIEKC, aCCOLMHUPOBAH C BHYTPEHHEH MeMOpaHOil MUTOXOHIPHH U
COCTOMT U3 3 KaTaJUTUYECKHX KOMIOHEHTOB: E; (cocTouT 13 2-X oTaenbHbIX cyOobenunui Ela u
E1B), E2 u E3u accorumpoBan ¢ 2 perymsropusiMu pepmentamu BCKD-docdarazoit 1 BCKD-
kuHazoil. Kodpepmentom Ela-cyobenuuunbl ciyxut tHamuH nupodochat. BKC olycnosnena
myTtanusaMu B reHax, kogupytommx El, E2 u E3 xommonentst BCKD: ren BCKDHA (Ela-
CyObeIMHMIIA) JIOKAJTM30BaH Ha JUIMHHOM Iuiede Xxpomocombl 19 (19913.1-13.2); ren BCKDHB
(E1B-cyObenuumIa) - Ha KOPOTKOM ILIede XpoMocombl 6 (6p22-p21); ren DBT (E;-nporenn) —
Ha KOpoTKOM ruiede xpomocombl 1 (1p31); rew DLD (Es-mporewn)- Ha AIMHHOM IUiede 7
xpomocombl (7031-032). Tun HacienoBanus 3aboseBanus BKC — ayTocoMHO-periecCHBHBIN
[3,6,10].

[Tatorene3 3a0osieBaHUsl CBsI3aH C HapylIeHWEM OOMEHAa H HAKOIUICHHEM B
OMOJIOTUYECKHX KUAKOCTSIX aMMHOKHUCIIOT C Pa3BETBICHHOM ILIEMbIO, a TaK K€ X MPOU3BOTHBIX
— 2-0KCO-U30KalpOHOBOMU, 2-THAPOKCU-U30KAIIPOHOBOH, 2-0KCO-3-MEeTUIIBAJIEPUAHOBOH, 2-0KCO-
WU30BAJICPUAHOBOM,  2-THJIPOKCH-U30BAICPUAHOBOM W 2-THJIPOKCH-3-METHIBAICPUAHOBON
kuciaoT. OCHOBHOM HeWpoTokcudeckuil 3ppexT 00ycnoBIeH BHICOKUM YPOBHEM JIEHIIMHA U €T0
MeTaboauToB. [unepiediuHeMuss HHTHOUPYEeT TPAaHCIOPT TUPO3WHA, TpUnToaHa U APYrUx
HE3aMEHHUMBIX aMHUHOKHCIIOT 4epe3 remartosHuedanuueckuil 6apeep (I'9b) u, Takum obpazom,

OrpPaHUYMBAET JOCTABKY CyOCTpaTOB [Jsl CHHTE3a KaTeXOJAMHUHOB, CEpOTOHMHA U Oelka B



TOJIOBHOM MO3I€, 4YTO BEACT K HEWpPOMEAMATOPHBIM paccTporcTBaM. bompmiyro poias B
naToreHe3e Wrpaer KeToalua03, OCMOTHYECKas [UCPeryJisilus, TUIIOHATpUEMHUs, OTEK U
aTtpodus TKAaHU MO3ra, BTOpUYHAS TUIEPAMMOHHEMHS, HEAOCTATOYHOCTh TJIIOKOHEOTeHEe3a U
TUIOIJIMKEMHs, a Takke JAUCOYHKUIHMS MUTOXOHIPHUATBHOM  JbIXaTelIbHOM LENu U
OKHCIUTENHHOTO (hochoprupoBaHusl.

[Tpu 3aboneBanuu, cBs3aHHOM c nedextoMm Ez-mporemHa, matorene3 Ooyiee CIIOKEH.
VYka3zaHHasi cyObeqUHHIIA CITY>KUT KOMIOHEHTOM HECKOJIbKUX MYJIbTU(EPMEHTHBIX KOMILIEKCOB:
JIErUIpOoreHasbl KETOKUCIOT ¢ Pa3BETBICHHOM 1IETIbIO, MUPYBATIACTUIPOr€HA3HOTO0 KOMIUIEKCa U
0-KETOTJIYTapaTIeTuAPOreHa3HOr0 KOMIUIEKCa, MNPUHUMAIONIMX ydYacTHEe B MeTabomu3Me
nupyBara u ¢yHKunoHupoBaHuM mukiaa KpeOca. CnenctBuem nedexta 3TUX KOMIUIEKCOB
ABIIIOTCS PACCTPOICTBA KJIETOYHOW OMOIPHEPreTUKU U JAKTaT-alia03, MO03TOMY JaHHBIN
BapUaHT OOBIYHO KIACCH(DUIIUPYIOT KaK MUTOXOHIpUaIbHOE 3aboneBanue [6,8,10].

Cxema wmerabonnuecKkux HapymeHwid, HaOmromatommxcst npu BKC, mpexacrasiena B

[Tpunoxenuun I'1.

1.3 DnmnjaeMHuoJ10rust 3a00J1€BAHNSI WM COCTOSTHHS (rpynmnel 3a001eBaHMI MM COCTOSIHMA)

3aboeBaHue ABJISCTCS TAHATHUYECKUM. HacTtoTa cpenu HoBopokaeHHbIX 1:185000 [16]
B HekoTOpbIX momyisuusX BCTpeyaeTcst ¢ Oousblllel YacTOTOM: dYacTtoTa cpenu
KUBOPOXKJIEHHBIX Yy eBpeeB-amkeHa3n coctaBiser 1:26000, y ramumiickoro HaceleHUs B

Wcnanunu- 1:52 500, y MmenHOHUTOB- 1:176.

1.4 Oco0eHHOCTH KOAUPOBaHUus 10 MeXKIYHAPOAHONM CTATHCTHYECKON KIaccu(puKamumu

0oJie3Hel M podJaeM., cBI3aHHBIX o 370poBbeM (MKE-10)

E71.0 — Bone3np «kJIEHOBOTO CHPOTIay.

1.5 Knaccudukanus 3a001eBaHud UJIH COCTOAHNUSA (TPYIIbI 3200J1¢BAHUNH UJIU COCTOSTHU)

Beinenstor Heckonbko-kIMHUKO-TeHeTHuecknx popm BKC B 3aBucuMocTu oT Bo3pacra
MaHH(]ecTalMM, TSHKECTH KIMHUYECKMX CHMITOMOB M BO3MOXHOCTH OTBETa Ha JIeUEHUE
TUAMHUHOM.

O KJIacCU4YecKasl, UJM HeoHaTallbHas (Haubosee yacras);
O TPOMEXYTOUHas;

O HUHTEPMHUTTUPYIOILIAS;

O THaAMHH-3aBUCHUMas,

o o0ycnoBieHHas nedunutoM Ez-mpoTenHa u compoBOXIArOIIAsICS JTJAKTAT-AI[U030M



1.6. Kinanyeckass KAPTHHA 3200J1eBAHNS WJIM COCTOSTHUSA (IPYNILI 3200J1eBAHNIT WIN

COCTOSTHMI)

Knaccuueckas ¢opma 3abosneBaHuss M BapuaHT oOOycllOBIeHHbINH aeduiurom Es-

pOTEerHa OOBIYHO J1EOIOTUPYIOT B HEOHATAJIbHBIN MEPUOJI, B TO BpeMs KaK ocTajbHble (OpPMBI
MOTYT MaHU(ECTHPOBATh B JIOOOM BO3pacTe C JEKOMIICHCAIMEW B MEPHOABI MOBBIIIEHHOTO
KaTaboyin3Ma, MHTEPKYPPEHTHBIX HMH(eKuuax. KinmHuueckue Mpu3HaKu KIACCHUECKOW (hOpMBI
BKC, kak mpaBwiio, MposBISAIOTCS HAa NEpPBOM Henene xu3HU. [Ipn mManudecranuum sta dhopma
XapaKTepU3yeTcsl TeHEePAIM30BAHHBIMU CYIOPOraMH, MOBBIIIEHHONH BO30YIMMOCTBIO (PE3KHii
KpPHUK), OTKa3oM OT I[UIIM, YHNOPHOH pPBOTOH, MBIIMIEYHBIM THIIEPTOHYCOM, MpPHU3HAKAMU
00e3BokMBaHUs. B030yXkIeHHEe CMEHSETCs BSJIOCTbIO, YTHETEHHEM IICHTPaJbHOW HEPBHOMN
CUCTEMBI, COMHOJICHIIECH, KOMOMW, MOSBISETCS MapaJoKCalbHOE AbIXaHHe, CIaOblil MyIbC.
[leproapl MBIIIEYHOTO THUIIEPTOHYCA YEPEAYIOTCS C BBIPRKEHHON TUIOTOHUEH. XapaKTepHbI
CTEpPEOTHUITHBIE IBMYKCHUS, TAKHE KaK «(DEXTOBAHHE» U «e3]1a Ha BEIIOCHUIICIE.

3a0oseBaHre MPOTEKAECT OYEHB TSKEIIO M HEPEIKO MPUBOIUT K JICTAILHOMY HCXOJY B PaHHEM
JETCKOM BO3pacTe (OCHOBHOM MPUYMHON CMEPTH SBISETCS OTEK MO3Tra).

Y npereii crapme 1 roma HaOmromaeTcs 3alepikKka IICHUXOMOTOPHOTO Pa3BHUTHS,
YMCTBEHHAsl OTCTaJlOCTh, OONM B OIWTAacTPUH, AHOPEKCHs, PBOTA, MBIIIEYHAs CIaboCTh,
U3MEHECHHBI YpPOBEHb CO3HAHWs, HAPYIICHHUS MABIDKEHHS, aTakcus, MCHUXHATPUYECKUE
CUMITOMBI, SPUTEMATO3HbIE BBICHIMIAHUS, YacThle WH(EKIIMOHHBIE 3a00JIeBaHUSA, CYIOPOKHBIN
CHUHJIPOM. ONM30]bl META0OJMYECKON JIEKOMIIEHCAlUH MOTYT MPOBOLIMPOBATHCS JIMXOPAIKOM,
uHpeknue, (QU3NYeCKUMH YIPAKHEHUSMH, TPAaBMOW WM XUPYPTUYCCKUMH OIEepaIiusIMu
[3,4,6,19,23].

WNutepmurtupyromas ¢opma 3abosieBaHus SIBISETCS BTOPOW IO YacToTe IOCie
KJIacCHUecKoi (opMbI U UMeeT OoJiee JIETKYI0 KIMHUYECKYI0 KapTHHY. boJbHBIE pa3BUBAIOTCS B
COOTBETCTBHUE C BO3pacToM 110 1-2 meT, korja Ha (oHEe HHTEPKYPPEHTHBIX 3a00JI€BaHUN U TIOCIIE
BBICOKOOEIIKOBOM ~ JIMETHI  Pa3BUBAIOTCS  OMH30JbI  META0OJIMYECKOW JAEKOMICHCAIUH,
COTIPOBOXKAAIOIIMECS HAPYIICHUSIMH CO3HAHUS (COMHOJICHIIMS, JIeTaprus, KoMma) aTaKCHufi,
cylopor, crienuuyeckuii 3armax MouH (CIaaKui, kapamesbHblil) [14,23].

[Ipomexyrounas  ¢opma  3aboneBaHMsl  XapakTepuszyeTcss  mpobiemMamMu  cO
BCKapMJIMBaHHUEM, 33/ICPKKOH (DU3NYIECKOTO Pa3BHUTHS, 3a/ICPKKOIM TICHXOMOTOPHOTO Pa3BUTHS,
UHTEJUIEKTYaJbHOM  HEIOCTaTOYHOCTBIO, CyIOpOoraMH M JIPYTMMH  HEBPOJOTHYECKUMHU
HapYIICHUSMHU, OTIMCAHHBIMHU MIPH KJIacCUYeCcKOil popme 3aboneBaHuUs.

TouHO HEW3BECTHO, CYIIECTBYIOT JH (opMa OOJE3HH MOJHOCTHIO UYBCTBUTEIbHAS K
THAMHHY U HE HYXJaromascs B Auerorpanui. CIuTaeTcs, YTO STH MAIEHTHl UMEIOT BHICOKYIO

ocTaTo4Hyto akTuBHOCTH (pepmeHTa BCKD ex vivo 10 40% OT HOpMBI U KIIMHUYECKOE TeUCHHE,



AHAJIOTMYHOE TIPOMEXYTOUHOU (hopme. Ha ceromgHsmiHuii 1eHb HH OJWH TAIMEHT C «THAMHH-
gyBcTBUTEIbHBIM» BKC He mosiydanm JiedeHHe TOJBKO THAMHUHOM. Tepamus BKIIOYAeT
koMOuHamm tHamuHa (70361 OT 10 mo 1000 Mr / meHb) M JUETHYECKUM OTpaHUYCHUEM
pa3BETBICHHBIX aMUHOKUCIIOT [15,16,24].

Knunndeckas kaptuHa mpu ¢opme 3aboneBanus, oOycioBieHHON nedunurom Es-
MPOTEUHA, CXO0Ka C MPOMEKYTOUHON (HopMOil OOJIE3HH «KIIEHOBOT'O CHUPOIa» 3a UCKIIOYCHHEM
paHO BBIABIISIEMOTO JIAKTAT-allM103a. 3a00JIeBaHNEe UMEET MUPOKUH (DEHOTUITHUECKHUI CIIEKTP OT
paHHEHd HEBPOJIOTMYECKOW MaHHdecTallud A0 HW30JUPOBAHHOTO IOPAKCHHUS ITICUYCHH,
MIPOSIBJISIOIETOCS] BO B3POCIOM BO3pacTe.

Jlist Bcex nmeredt ¢ OONE3HBI0 «KJIEHOBOTO CHPOIMA» XapaKTepeH HEOOBIUHBIM apOMaTHYECKUN
3armax MOYH, ONMCAaHHBIN KaK 3arax KJICHOBOTO CHUPOIIa WJIU 3allax KapaMeu.

HuddepeHunanbHplii  UarHo3  cieayeT  MPOBOJUTH C  TUHOTITMKEMHYECKHUMHU
COCTOSIHHSIMH (Hanpumep THIIEPUHCYJIUHHU3MOM), MEHUHTUTOM, sHIe(aTUTOM,
TUTIOKCUYECKUMH  MOPAKCHUSIMU  IICHTPAJIbHOM HEPBHOM CHUCTEMBI, BHYTPHUYEPEITHBIMU
KPOBOMBJIUSHUSAMHU, BHYTPUYTPOOHBIMU HMH(EKIUSIMH W  HACIEACTBEHHBIMU HAPYHICHUSMHU
oOMEHa BEIECTB, KOTOPHIC MPOSBISAIOTCS B HEOHATAIBHBIM TepHoa: aeuuT Oera-
KETOTHOJIa3bl, HAPYIICHHE [IUKJIAa MOYEBHHBI, TJIHIIMHOBas SHIEdamonaTus (HEKETOTHYECKas
TUIEPIIIMIMHEMUS), C APYrUMU (popMamMu aMHHOANUIONATANH W OPraHUYeCKHX aluIypHid,
MUTOXOHJIpHATILHBIMH OONIE3HSIMH U JieTeHepaTuBHbIMU 3a0oneBanusmu [THC.

BoisBieHME NalMEHTOB MpPU MPOBEACHUM HEOHATAJIbHOTO CKPHUHHUHIA 3HAYUTEIbHO

CHIYKAET PUCK YMCTBCHHOW OTCTAJIOCTH, ICUXUYECKUX  COMAaTUYEeCKUX HapyIieHui [8, 26].

2. JlnarHocTuka 3a00JieBaHUs UJIH COCTOSTHUSA (FPyNNbI 3a00/1eBaHU WIIN
COCTOSIHUI), MEIMIIMHCKHE IOKA3AHUSA M NPOTHBONOKA3aHUSA K IPMMEHEHHIO
METOAO0B IMATHOCTHUKH

HHuacnocmuxa BKC ocHosana Ha ananusze poOOCIOBHOU, OyeHKe OaHHbIX aHAMHe3d,
KAUHUYECKUX NPOSIGNIeHUL, Pe3yIbmamax OUOXUMUYECKO20 U MOJIEKYISIPHO-2eHEMULECK020
uccaedo8anull.

2.1 ’Kaao0LI M1 aHAMHE3

Ilpu cbope anamuesa u xanob pekomMeHO08aAHO 0OpamMumMs GHUMAHUE HA.!
- OmMA2OWEeHHbIL CeMeUMblll aHaMHe3 (Haauyue 6 cembe DO0NbHO20 C NOOMBEPHCOCHHBIM
ouaenoszom BKC, nanuuue 6 cemve ciyuas cuHOpoMa «8HE3ANHOU CMEPMU MAAOEHYAY)
- BHe3anHoe yxyouieHue coOCmosHus Ha (hore nono2o 300posvs unu OPBH,

-~  HApYWweHus 6CKapMiIuBanusl,



yacmole CpuleUBAHUSL,
psomy;

VeHemeHue CO3HANUSL,

85710CMb, CIAOOCMb, COHAUBOCb,

cyoopoeau,

becnokoiinoe nogeoerue, NiaKkCusoCmy,
NOBbIUEHHOEe NOMOOMOeNeHUE;,

MBIUEUHYIO 2UNOMOHUIO/MbIUUEYHDLL UNEPINOHYC;
HEeNnpou380IbHble/HACUTLCIMBEHHbIE — OBUNCEHUSL
senocuneoey);

CAOKO08aMbIlU 3anax mMouyu/mend,

(«pexmosanuey u  «ezoa  Ha

Hauano 3abonesanus 6 Oemckom eo3pacme  moacem CeA3aHO  CO Cﬂedy}ou;uﬂ/m

Gdaxmopamu:
O ynompebieHue O0nbUL020 KOIUYecmBa DeNK080U UL,
O OaumenvHoe 20100aHue, HeONPABOaHHble OSPAHUYEHUS 8 dueme, HU3KAsL KAOPUUHOCb
nUWe8020 payuona,
O UHMEPKYppeHMHble PeCNUpPamopuvle Ul  HCEeTYOOUHO-KUULeUHble  UHPEKYUOHHbIE
3a001e6aHUs;
O Qusuyeckas unu NCUXOIMOYUOHATbHAS HASPY3KA.

2.2 PuzukaJabHoe 00CIeI0BAHNE

Ilayuenmy ¢ nooospenuem na 6one3Hb KIEHOB020 CUPONA Cledyem Nposecmu  Qu3UKaibHoe

05()]16606611—[”6, 06pau;a}z BHUMAHUE HA @uauuecxoe u ncuxudeckoe paseumue, mypecop KoOoicCu,

MbIUEYHBLU MOHYC U HeoObIYHbIUL  3aNax MOYU U KOJICU, NOXOJNCUU HA 3ANAX KIeH0B020 cupona.

Ilpu ocmompe HeobxoOumo obpamums GHUMAHUE HA OCHOBHblE (UIUKATbHBLE

NnpoA6IEeHUA.

HeoHamanbHbll NEpuUoo

8A710CMb, COHIUBOCMb,
HapyuieHue cO3HaHus (COnop, Koma);
cyoopoau,

pseoma, omkaz om eovl,

3A0epaHcKa uzuLecKoco pazeumus,
3a0epocKa MOMOPHO20 paA36BUMUSL,

Mblulednas 2UNOmoHuUst,



nUpamMuoOHvle  Hapywlenus  (NOGblULEHUE — CYXONCUIbHLIX — pegieKcos,  Haauyue
NAMON02UYeCKUX CMONHBIX 3HAKOB),
mpemop,
Henpou3eoibHble/HacuibcmeeHuvle osudicenus («ghexmosanuey u «e3oa Ha eocuneoey).
Jlemu nepevix nem rncuznu
INUZ0OUYECKU BO3HUKAIOWAS PEOMA,
3a0epaHcKa NCUXOMOMOPHO20 U PeUe8020 PA3EUMUSL,
U3MeHeHUe MbIUEeYHO020 MOHYCa;
nepuoouyeckas amaxkcus, mpemop;,
cyoopoau,

UHCYTbMONOO0OHbIEe COCNOAHUA.

1100po6HO dannble PUUKATLHO20 00CIE008AHUSL ONUCAHBL 8 PA30eTie «KIUHUYECKAsl KAPMUHA».

2.3 JIaGopaTopHbIe IMATHOCTHYECKHE HCCIIeT0BAHUSA

e Pexomenayercss BceM mnauueHtam npu nogo3peHuun Ha BKC onpenenenue kucioTHo-

IIEJIOYHOTO COCTOSIHUSI KpOBH  (MCCJIeOBaHHE YPOBHS BOAOpPOIHBIX MOHOB (pH) Kpomw,

HCCJIICAJOBAHUC YPOBHA 6y¢)epHLIX BCIICCTB B KpOBI/I), YPOBHA TJIFOKO3bI B KPOBU, YPOBHSA

HATpuA B KpPpOBH, YPOBHA JIAKTaTa B KPOBHU, KETOHOBLIX TCJI B MOYC 3KCIPECC-MCTOAOM C

LENbI0 AUATHOCTUKH META0O0JMYECKUX HApYIICHUH UX KOPPEKLIUU U ONpeAesieHUs] TaKTUKU

nanbHeiero Beaenus [3,6,8].

YpoBeHb y0eauTeJIbHOCTH 10Ka3aTeJbCTB — C, ypOBEeHb 10CTOBEPHOCTH /10KA3aTeIbCTB- 5.

1

KommenTapuu: y nayuenmos ¢ BKC 6 nepuod memabonuyeckozo Kpusa  Onpeoensiemcs

Memabonudeckull Kemoab;udos.‘, cunoHampuemusl, cunociuKemusl, conpoeoofcda}ou;uec;l y2p0301/7

omeka Mo32a U mpeoyrowue UHMEeHCUBHOU KOPPEeKYUU 8blseieHHblx Hapyuwenuti. Hccreoosanus

6 cydae ocmpoco CoOCnosIHUA HeobX00uMo nposecmu 6 CPO4YHOM I’lOp}Z()Ke.

PexomMenayercsi mnpoBefeHue oO0IIero (KIMHUYECKOro) aHajln3a KPOBU Pa3BEPHYTOTO
(reMOrI00MH,  KOJIMYECTBO  SPUTPOLIMTOB, LBETOBOM  IOKa3aTellb, KOJIMYECTBO
JEHUKOIMTOB, TPOMOOIMTOB, JeHKonuTapHas QopMmyiaa U CKOPOCTb OCEIaHUs
SPUTPOLIMTOB) MALKUEHTAM C KIMHUYEeCKUMU NposiBieHusMiu BKC 11 orieHKH 0CHOBHBIX

napaMeTpoB KPOBETBOPEHUS U HAJTMYHS BOCTIAUTENBHBIX MTPOIEcCOB [24].



YpoBenb yOeauTeqabHOCTH J0Ka3aTedbcTB — C, YypoBeHb [10CTOBEPHOCTH
J0KA3aTeJabCTB- 5.

e PexoMenayercsi InpoBejneHuEe o0IIero (KJIMHUYECKOI0) aHaiM3a MOYM IallUEHTaM C
kiuHu4YeckuMu nposiBiaeHus MM BKC 17151 olleHKH COCTOSIHMSI MOUEBBIBOJSALINX ITyTeHl U
nouek [24].

YpoBenb yOeauTeqbHOCTH J0Ka3aTeabcTB — C, ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJabCTB- 5.

¢ Pekomenayercs npoBeneHre OMOXMMHUYECKOTO aHAIM3a KPOBHU (TIFOKO03a, 0OLIHii OEIoK,
OenkoBble (pakiuu (MCCIEOBaHUE YPOBHA albOyMHHA B KpPOBH, OIpEIelCHHE
aTbOYMUH/TTIO0YTMHOBOTO COOTHOIIEHUSI B KPOBH), OOIIWH, CBS3aHHBIM W CBOOOHBIN
OMIIMPYOMH XOJIECTEPUH, TPUTITHLIEPUIbI, IUIOMPOTEH IbI HU3KOM U BBICOKOU IIIOTHOCTH
(uccienoBaHue YPOBHS JIMIIONIPOTEMHOB B KPOBH), MIenodHas QocdaTaza, ramma-
TIIyTaMIJITPAHCIIENTHIa3a, KPEaTHHHH, MOYEBMHA, alaHmHaMuHOTpanchepaza (AJIT),
acnapratamuHoTpancdepaza (ACT), kanmpuuil 00N W WOHU3UPOBAHHBIN, HATPH,
Kaui, Heopranudyeckuii ¢dochop, xemneso u depputun, C-Pb) mnammenram ¢
KIMHUYeCKUME  niposiBiieHussMu  BKC s omeHkH  (PYHKIIMOHAIBHOTO — COCTOSIHHS
BHYTPEHHUX OPraHOB, HATNYNS HH(EKIIMOHHBIX OCIOKHEHUH W HYTPHUTHBHOTO CTAaTyca
nanuenta [24].

YpoBenb yOeauTeqlbHOCTM JAo0Ka3aTelbcTB — C, ypoBeHb [10CTOBEPHOCTH

JA0KAa3aTeJbCTB- 5.

e PexomeHayeTcsi  KOMIUIGKCHOE  ONpENETICHHWE  KOHIEHTPAIMM  aMUHOKHCIOT |
alWJIKAPHUTHHOB B KPOBU METOJOM TAaHJIEMHOW MAacC-CIIEKTPOMETPUHU, KOMIUIEKCHOE
ONpeNIeJICHUE COAEPKaHUSI OPraHUYECKHX KHUCIOT B MOYE€ NAlMEHTaM C KIMHUYECKUMU
nposiBieaussMu BKC ¢ 111610 6MOXUMHYECKOTO MOATBEPIKACHHs qruarnosa [6,8].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeNbCTB — C, ypPOBEHDb JOCTOBEPHOCTH A0KA3aTEIbCTB- 5.

KommenTapmii: npu bKC nosviuwaemcsa KoHyenmpayusi aMuHOKUCIOM Jelyuna, U3oieliyund,

8ANUHA 6 KPOBU, A MAKNCE COOMHOWEHUS NetYUHTU30IetYyUn/ananut, 8aIuH/QeHuraianun u

JetiyuH+uzoneliyun/heHunailanut, 6 moue HabIOOAemcs NogbluleHUe IKCKPeyuu OpeaHudecKux

KUCTIOM - 2-0KCO-U30KANPOHOBOU, 2-2UOPOKCU-UZOKANPOHOBOU, 2-0KCO-3-Memui8ailepuanosoll,

2-0KCO-U308ANIEPUAHOBOU, 2-2UOPOKCU-U308ANEPUAHOBOL U 2-2UOPOKCU-3-MEMUNBANEPUAHOBOT

Kucinom. Bosmoorcnvie konebanus konyenmpayuy aMUHOKUCIOM 8 Nad3me Kposu npeocmasiienvl

6 6 npunodcenuu 1'6.



e PexomeHnayercsi TIPOBEACHHE MOJEKYISIPHO-TEHETHYECKOTO OOCIEAOBaHUS BCEM
naruedTaMm ¢ BKC ¢ menpio MONEKyISIpHO-TEHETHYEeCKOTO TOITBEPKICHUS JHarHo3a

[3,5].

YpoBenb yOequTeJbHOCTH J0Ka3aTeJbcTB — C, ypoBeHb [10CTOBEPHOCTH
J0KA3aTeJabCTB- 5.

KomMmenTapmii: Heobxo0umo uccinedosanue KOOUPYOWUX U NPUNE2AIOWUX UHIMPOHHBIX
oonacmeini cenos BCKDHA, BCKDHB, DBT u DLD wmemooom maccosoeo napannenviozo
CEeKBEHUPOBAHUS (AHANU3 IK30MA UIU mapeemuvle naveau). Haubonee uacmo ecmpeuaromces
mymayuu 8 2ene BCKDHB (~60% 6cex ciyuaes), 603MOMCHO HAUAMb UCCIE008AHUE C IMO20
2eHa memooom cexgenupoganusi no Ceneepy. Mymayuu ¢ eene DLD 6edym k ocoboti ¢hopme
00/1e3HU, KOMOPAsl pACCMAMPUBAEmcs KaKk MUmoxoHopuaivhoe sabonesanue. Ilpu nooospenuu
Ha BKC, yuumwigas puck pazeumus JCUSHEY2PONCAIOULe20 COCMOSHUSA, JedeHue cledyem
HAYUHAmMb 00 BbIAGLEHUSL MOJEKYIAPHO-2EHeMU4ecKoll npuyuHvl bonesnu. B ciyuae npumenenus
Memoo08  MONEKYIAPHO-2EHEMUYECKO20 — UCCIe008aHUsL NpU  NOOMBEPHCOeHUU  OUACHO3a
HeobxXo0umo obcredosanue pooumenei NAYueHma Ha 2emepo3ucomHoe HOCUMETbCMEO
BbISGNIEHHLIX MYMAYull ¢ NOCIeOYIOWUM UCHOLb308AHUEM Pe3YIbmamos 00cied08anus npu

npoeedenul npeHamaibHol ouazHocmuxu 6 ungopmamusuvix no bKC cemwsix [1,3,4,5].

2.4 HNHCTpYMEHTAJIbHBIE THATHOCTHYECKHE HCCIEI0BAHUS

e PexomeHayercsi TNpOBEICHHE MAarHUTHO-PE30HAHCHON TOMOrpaduu ToOJOBHOTO MO3ra
nalnyMeHTaMm ¢ KiuHudeckuMmu mposiBieHussiMu BKC (ocobeHHO B ocTpblil mepuoa U mpu
HaJIMYUM HEBPOJOTMYECKONM CHUMITOMATUKHM) C LEIbIO0 BBIABICHHUS IIPU3HAKOB OTEKa

roJIOBHOTO Mo3ra [12].
YpoBeHb yoeauTeJbHOCTH 10Ka3aTeAbCTB — C, ypOBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB- 5.

Kommenrapuii: Hapkos no nokasanusm. Y nayuenmos ¢ BKC mocym ommeuamuvca Kax
oughgysnvie, max u J10KaIbHbIE OMEKU MKAHEU 20l06H020 Mo3ed. JIokanvhvlie omeku y
nayuenmos ¢ BKC 6 ocnosnom sampacusarom Oenoe eujecmeo MO3dceukd, cmeos mosed,

bneouwiil wap, enympennioro kancyny u maramyc [11,12].

e Pexomenayercsi mpoBeaeHue snekTposnuedanorpadpun (33I) manmentam ¢ BKC mpwu
HAJIMYUK HEBPOJIOTUYECKOH CHUMIITOMATHKHU JJISl BBISBICHHUS SMHJICHTHYECKOW aKTHBHOCTHU
(MIpH IMATHOCTHKE U JlaJiee IPU HAJTMYKE CYI0POKHOT0 cuHapoma) [23].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)



KommenTapuu: 6 mom uucne 331" ¢ 6udeomonumopuHneom.

e PexomeHayercsi TpOBEJACHUE YIbTpa3ByKoBoro wuccienoBanus (Y3M) opraHos
OpromrHoit monoctu nanueHTam ¢ BKC miis BBISBIICHHS TOpaKEHUS TICYCHH.
YpoBeHb yoenuTebHOCTH pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
e PexomeHnayercss oieHka cocTosiHus Tmoyek mnamueHtam ¢ bKC s BbIsiBiIeHUs
CTPYKTYPHBIX HapyIICHUM.

YpoBeHb yoenurenabsHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

2.5 UHble nMarHocTuyecKue HCCjae10BaAHN

KoHcynpTanum crneuuanucToB MOTYT OKa3blBaThCS MAalMEHTaM Ha pa3HbIX ATamax
OKa3aHUs MEAUIIMHCKOW TTOMOIIH, B TOM YHUCJIC B IIEPHO]] TUATHOCTUKH 3a00JICBaHUS.
Pexomenayrorcs B Benenun nanueHToB ¢ bBKC ucnonbs3oBath MyabTUIMCHUATUTMHAPHBIN TTOAXO0/
B BUJY TOT0, YTO 3a00JI€BaHHME XapaKTEPU3YETCs MOPAKEHHEM MHOTHUX OPraHOB M CHUCTEM,
TpeOyeT KOMIUIEKCHOU Tepamnuu, 4YTO TUKTYeT HEOOXOUMOCTh COBMECTHOTO BEJICHUS MalleHTa
CHeIHaInCTaMH pa3HbIX Mpoduiei.

e Pexomenayercsi KOHCYJIBTAIUS Bpada-TeHETUKA /WM Bpada-IUETOJIOTa BCEM TAICHTAM C
BKC nyis Ha3HayeHUs MaTOreHETHUYECKON IUETOTEpanvu MpU MEPBUYHOM MOATBEPKICHUU
nuarsosa [1,6].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.

e PekoMeHayeTcst KOHCYJIbTAIMs Bpada-HeBposiora BceM naruenTam ¢ BKC mpu mepBudnoM
MOJATBEP)KJACHUH UAarHO3a C IEJbI0 OIIEHKH HEBPOJOTMYECKOTO CTaTyca M Ha3HaYeHUsI
cUMITTOMAaTH4ecKol Tepanu [1,6].

Y];)OBeHb yﬁelll/ITeJ'lLHOCTH A0Ka3aTeJIbCTB — C, YPOBEHDL JOCTOBEPHOCTH J0KA3ATECJIbCTB- 5.

3. JleueHue, BKJIOYAS MeIMKAMEHTO3HYI0 U HEMeIUKAMEHTO3HYI0 TepaINnu,
AHeTOoTEepPanuio, 00e300,J1UBaHNe, MeAUINHCKUE TOKA3AHUS U

NMPOTHBOINOKA3aHUA K IPUMCHCHUIO METO/A0B JICUCHUSA

Cmpamezuss  neuenus 3aKaI0YAemcs 8  CHUNCEHUU 00paA308aHUsl  MOKCUUHBIX
Memaboaumos, npesicoe 6cezo, NelyuHd, a Makice U30NeUYuHd U 6aluUHd, NpeodynpeicoeHuU
passumusi  Kemoayuoosd, NOpaMdCeHusi HePeHOU Cucmemvl U BHYMPEHHUX Op2aHO8 C

obecneyenuem npoyeccoe aHCl60]lu3Ma, HOPMAJIbHO2O pocmda U HympumueHozo cmamyca Ooemell.



3.1 KoHcepBaTHBHOE JIeUECHHE

3.1.1 O01mue NPUMHINILI KOHCEPBATHUBHOIO JeYEHNS

e PexoMeHI0BaHO NAIMEHTAM C KJIMHUYECKUMHU MPOSIBICHUAMH, XapakTepHbiMu 1151 BKC
OTPaHUYUTH MOCTYyIJICHHE Oenka (B TOM YHCIe J0 MOJy4yeHHs JIaOOpaTOPHBIX PEe3yJbTaToB,
MOJATBEPXKIAIOIIUX 3a00JIeBaHKE): C LEIbI0 MPEJOTBPAIICHHS] Pa3BUTHSA METaOOIMYECKOTO
kpu3a [1,4,6,10]
YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
KoMMeHTapumM: nockoavky passumue Memaboiudyeckoeo Kpuza Modcem npusecmu K
HeoOpamuMbLM USMEHEHUAM CO CIMOPOHbL HEPEHOU cucmembl, npu nodosperuu Ha BKC credyem
cobpams buomamepuan 011 NPo8eOeHUs OUOXUMULECKO20 MeCMUPOBAnUs U 3amem nepegecmu
nayuewma HA 6CKAPMIUBAHUE C HUSKUM coOoepicanuem 0Oenxa (MUHUMANbHLIL 0e30NacHbll
yposenv benka npeocmasien 6 npunodcenuu 12) npu omom obecneuumv 00CMAMOUHOE
Koauyecmeo Kanopuu. Jnsa oOemeil nep8o2o NONY200Usl IHCUBHU HNPUMEHAEMCs 2pYOHOe
BCKAPMAUBAHUE UTU BCKAPMAUBAHUE OEMCKUMU MOJIOYHBIMU CMECAMU C HUBKUM COOEPICAHUEM
benxa (1,2 -1,3 2/100 mn 6occmanosnenHo2o npodykma), ons Oemeti cmapuie 6 meciayes —
UCKIIOUeHUe BbICOKOOENKOBbIX NPOOYKMOE (MsCo, meopoe, pviba) u3z payuona. buoxumuueckue
mecmul NPo8oOsAMcs 6 mevenuu 3-7 OHell, a MonexynsapHno-eeHemuyeckue UCCie008aHus Mo2ym
nompebogams 0kono 2- 3 nedenv. Ilosmomy, Heobxoo0umo ymobvl 8 3mom nepuood pedeHoK

Haxoouncs na Huzkobenkosou oueme [1,2,8]

e Pexomenayercs mnocie noarBepxkaeHus nuarHoza bKC Bcem mnamueHTam cTporoe
orpaHMuYeHue OesKka HaTypaJIbHbBIX MUIIEBBIX MIPOAYKTOB C LENbIO CBEACHUS K HEOOXOAUMOMY
MUHHMMYMY IIOCTYILUIECHHE€ B OpPraHW3M aMHHOKHUCIIOT JIEWLIMHA, W30JICHIIMHA, BaJvHa.
[1,2,3,5,8,15,24]
YpoBeHb yOeIUTeJIbHOCTH 10Ka3aTeJILCTB — C, ypOBEeHb 10CTOBEPHOCTH J0KA3aTeJIbLCTB- 5.
Kommenrapun: Ocnognbie npunyunst cneyuanusuposanHol Ouemomepanuu 6Ka04aom:

O cmpozoe ocpanuieHue 6eaKa HamypaibHbIX NUWEBLIX NPOOYKMOE C Yelbl0 C8e0eHUs K
HeoOX00UMOMY MUHUMATLHOMY NOCHMYNJIEHUe 6 OP2aHU3M AMUHOKUCTIOM JNeUyuHd,
uzoneuyuna, e6anuna. [na Oemeil nepeoco  NONY2OO0UA  JICUSHU OCPAHUYEHUE
Pacnpocmpansemcs Ha MamepuHncKoe MOJIOKO, aAOAnMUpOSAHHbIE MONOUHbIE UTU
coegvle cmecu, Ons Oemell MOPO20 NOAY200US JICUSHU U cmapuie — 3anpem Ha
66edeHUe 8 Kauecmee NPUKOPMA BbICOKODENKO8bIX NPOOYKMOS (Msca, pbibbl, meopozd,

AuUY, MOTOYHBIX NPOOYKMOE, 60008bIX U M.0.);



O ob6sazamenvHas  KomneHcayus —Oeuyuma  Oeika 3a  cuem  UCNONb308AHUSA
CReYUAnU3UPOBAHHLIX CMecell HA OCHOBe AMUHOKUCIOM 0e3 JleliyuHd, U30nelyund,
BANUHA, COOMBEMCMBYIOWUX BO3DACMHbLIM HNOMPEOHOCMAM peOeHKAd 6 OCHOBHBIX
NUWEBbIX Bewecmeax u dSHepeuu. B Hauane neuenus u 6 nepuod memabOIUYECcKux
Kpuzos 6 meuenue 24 — A48 wuacose (ne Oonee!) ucnorvzoeamsv MONBLKO
CReyuanu3uposanuyio cmecy amuroxkuciom [15];

O obecneyenue 0OCMAMOYHOU IHEPSEMUYECKOU YEHHOCU PAYUOHA OJisL NOOOEPIHCAHUS
npoyecco8 aHaboIusMa u npedomEpaueHss AKMmusayuy Kamaboiuzma,

O obecneyeHue nayueHma 00CMAMOYHBIM KOAULECTNEOM HCUOKOCU,

O OpobHble KOpMAeHUs Oe3 OIUMENbHbIX NepepviBos B0 u3bedcanue 20100aHUs,
0cobenHo y Oemetl 2pYOHO20 U PaAHHE20 803PACma;

O o0bOyuenue pooumeneli NpasulaM OpeaHU3AYUU OUETNOMEPAnUU 8 MeNCNPUCIYNHbIU

nepuoo u 8 nepuoo yepo3vl MemaboIUUecKo20 Kpusd.

° Pexomenayercst o0muii OeloK Je4eOHOro palMoHa B MEXIPUCTYITHBIA TEPHOJ
narieHTaM ¢ BKC paccumThiBaTh HCXOIs M3 BO3PACTHBIX MOTPEOHOCTEH peOeHKa
(ITpunmoxkenne [2), a Takke C YYETOM TOJEPAaHTHOCTH TMAIMeHTa K OEJKy B
3aBUCHMOCTH OT (hOpMBI 3a00JI€BaHMsI U TSHKECTH ero TeueHus [1,8]

YpoBeHb yoeauTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.

KommenTapumn:

O Keoma 0OenKka HAMypaibHblX NPOOYKMOE8 HA3HAYAEMCs C Y4emoM MUHUMATbHOU
nomMpeOHOCMU 8 NAMO2eHeMU4ecKU 3HAYUMBIX AMUHOKUCIOMAX — JelyuHe, 8anuHe,
usoneuyure (Ilpunosxcenue I'2) u ¢ yuemom cooepicanusi 1eUyuHa 6 HAMYpPaibHbIX
npooykmax (1 2 namypanvnoco 6enka codepycum om 50 oo 80 me neuyuua) u
obecneuusaemcss 3a cuem HU3KODENKO8bIX NpoOyKmos (osowell, pykmos,
CNeYUAnU3UPOBAHHLIX HUZKODENKOBbLIX KPYN U HNPOOYKMOB HA OCHO8e KpAxmaia).
Kosgpuyuenm xonsepcuu neviyuna npeocmasiner 8 npunodxcenuu I3,

O ¢ yenvio KomneHcayuu Oepuyuma OenKa UCNOAb3VIOMCA CReYUaIUu3UpoBaHHblE
NPOOYKMbl HA OCHOBE AMUHOKUCIOM 0e3 Netiyuna, U30aeUyuna u 8aiuna (NpUiodceHue
13) u 00b6asxu omoenbHbIX AMUHOKUCIOM BATUHA U U30NEUYUHA,

Ilpumepnwiii cymounviii Habop NpoOyKmos 0ns pebeHKA OOWKONIbHO20 803PACMA NPUBEOEH 8

Ipunoscenuu I'3.

® PeKOMeHIlyeTCH IIO68.BJ'ICHI/IC W30JICMIIMHA M BallMHa C IIOMOIIBIO MOHO,Z[O6E[BOK
COOTBCTCTBYIOIIUX AMHWHOKHUCIIOT BCCM ITallUCHTaAM C BKC ¢ OCJIbIO BOCIOJIHCHHUA HX

nedunura [1,2,15,24].



YpoBeHb yOeAUTETbHOCTH J0KA3aTedbCTB — C, yPOBEHDb JOCTOBEPHOCTH I0KA3aTEIbCTB- 5.
Kommenmapuu: Eciu nabnodaemcs pe3koe CHUMNCeHUe U30NetyuHa U 6aIUHA 6 Niame Kposu,
MO MO2YM PA38UBAMbCSL OCTIONCHEHUSL 8 BUOE MAHCENI020 IHMEPONAMUYECKO20 AKPOOEePMAMUMAa
u meeanobonacmuou anemuu. Ilpumepnasn ooza uzoneviyuna u/uiu earuna 30-95 me 6 cymxu (8

08a npuema) ¢ yeivio N00ePAHCAHUS UX YPOBHSL 8 cbleopomike kposu e Hudce 200-400 mxmonv/n

[15,24]

° PexoMenayercsi Ha3HaYCHUE THAMHUHA B JIeYeOHBIX H03UpOBKax mamueHTam ¢ bKC mpu
THAMHH3aBHCUMOH (hopMe 3a00IeBaHuUs B Ka4eCTBE KOPAKTOPHOH Teparuu C IEeTbI0 CHUKCHUS
ypOBHS JieiiinHa B masme [15,21,24].

YpoBeHb yoeauTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
Kommenrtapuu: Tepanus exitouaem xomounayuro muamuna (003ot om 10 0o 1000 me / 0ens) u

ouemuyecKkum ocpaHudYeHuem paseemeyleHHblX AMUROKUcCjiom

° Pexomenayercst Ha3HaueHHe JieBOKapHUTHHA BceM nauueHtam ¢ bKC npu orcyrcTBumn
MEIUIIMHCKUX MMPOTUBOIIOKA3aHUH C IENIbI0 YCUJICHUS CBSI3BIBAHUS META0OJMTOB aMUHOKHCIIOT
¢ pasBeTBIiIeHHOM 1enbo [1,8,10].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTeNbCTB — C, ypOBEeHb JOCTOBEPHOCTH /10KA3aTEeIbCTB- O.
KomMmeHTapuu. 1esokapnumun HasHauaemcs Ha OaumenvHvii cpox (3-6 mec.). B
3A6UCUMOCIU OM 803DPACA HA3HAYAIOM JleOKaApHumun u3 pacuema 50-75 me/ke/cym (8 2-3

npuema ¢ meuenue cymok) [1,8,10].

3.1.2 Jleyenue B nepuoa MeTad0In4YeCcCKOro Kpusa

Jleyebnwvie meponpusimusl HaAnpaeieHvl Ha 6blcmpoe npekpauieHue HAaAKONnjieHus u
ycujiernue BbIBCOCHUS U3 opeanuIma pa36emel€eHHO-UENno4YeuYnblx aAMUHOKUCIOM (6 nepesyro

oyepeos, Jetiyuna) u ux MmoKCUYHbIX NPOU3BOOHDIX.

e Pexomenayercss OKCTpeHHass TOCIMTAIM3alUs M HE3aMEUINTEIbHOE IPOBEICHHE
UHTEHCUBHOW Tepanuu mnanueHtraM ¢ BKC mnpu yrpose wumm B ciayyae pa3BUTHUSA
meTabosrueckoro kpusa [1,9].

YpoBeHb yOeauTebHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB- O.

KommenTapun: Jleuenue memabonuueckoeo Kpu3a OO0JICHO HAYUHAMbCA He3aMeONIUmeNbHO

npu nosignenue cumnmomos. Memabonuueckue kpusvl, gedyuue K KpUMUYECKUM, y2porcaemvim

JHICUSHU COCMOSHUAM, NpU O0JIe3HU KIeH0B020 CUPONA XAPAKMEPUIYIOMC OCMPO 803HUKAIOWel

SHYeghanonamuel, cOnPoOBOUCOAIOUELC CYOopPO2aMY, NPUCMYNAMU MHO2OKPAMHOU pPEOMbI,

npusHaKamu omexa 207106H020 mosz2a. Cocmosinue Oemetl ObiCmMpo YXyoulaemcs, 6njioms 00

xomwl. Mooicem umems mecmo cunoziukemus, cunonampuemus, nNpusHaKu Memabonu4yecko2o



ayuoosa. Ilposoyupyrowumu HedIA2ONPUAMHBIMU Gakmopamu, Komopwvle 00YCI08IUBAIOM
passumue y nayuenmos ¢ BKC memabonuueckoeo kpuza:
[ npuem Oenxa, Jneuyuna, u301eUyuHd U BAIUHA 6 KOJIUYeCmSe, NPeGblULaoueM
MONEPAHMHOCIb OP2aAHU3MA DOILHO20 pebeHKa,
[J HeOoeOaHue, HU3KAs KATOPUUHOCIb PAYUOHA,
() unmepkyppenmuvle pecnupamopHvle UIU HCETYOOUHO-KUULEUHblE UHMEKYUOHHbIE
3a601e6aHUA;
0 ¢husuyeckas unu ncuxo-sMOYUOHATILHASL HAPY3KA.
Tascecmv cocmosiHus, 21A6HLIM  00pPA30M, 00YCI08IEHA BLIPANCEHHBIM MemadOoIUYECKUM

Kemoab;u()oij, zunoyampueMueﬁ, y2p030ﬁ omeKa mosed.

Humencusnas mepanus oemeii 8 nepuood Kpusa 6KI4aem KOPPeKyuro Kemoayuoosd, 800HO-
INEKMPOIUMHBIX HAPYULEHUL, NpeodomepalyeHue OmeKd 20J108H020 Mo32d, OONOJHUMENbHOE
86e0eHUe 2NI0KO3bl O/ IHEPLEMUYECKOU NOOOEPHCKU U YMEHbULEHUS. UHIMEHCUBHOCU NPOYECCO8
Kamabonusma, aKmueayuio CeA3bl8aHUs HAKANIUBAIOWUXCA OP2AHUYECKUX KUCIOm nymem

66eoenusl JE€60KAPHUMUHRA, KOPPEKYUIO duemomepanuu.

e Pexomenayercs mnauuentoB ¢ BKC B mepuon merabonmyeckoro Kpusa IEpEBECTH Ha
MUATAHUE UCKIIOUYUTEIFHO CMEChI0 aMHHOKHUCIIOT O€3 Jieuyuna, 8anuna, u3onieuyunda, Ho He
6ostee yeM Ha 24-48 yaca C 11e/1b10 CHIDKCHUS YPOBHS JieiiuHa [15,24].

YpoBeHb yoeAuTEIbHOCTH 10Ka3aTedbCTB — C, ypOBEeHb J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.

KoMMeHTapuu: npu Hamuuuu cpwleuéanuil, peomsl, OMKA3A OM eO0bl — KOpMJEHUe uepes

Hazoeacmpanbhvlli. 30H0 uiu eacmpocmomy. Cobarwdamv pedcum OpPOOHLIX U UACbIX

KOPMIEHUL C NPOMENCYMKAMU MeNHCOY KOPMAEHUAMU 2-3 uaca.

e Pexkomennyercs uepe3d 24-48 wyaca mocie OTMEHBI HaTypajbHOro Oeska (B MEpHO
MeTaboarueckoro kpusa) mnanueHTaM ¢ BKC mocreneHHO BBOIUTH TMPOIYKTHI,
COZICpIKAIllie HATYpaJbHBbIH OCMOK C IO TMPEIOTBPAIICHHsS Karaboiu3mMa |
obecrieueHnst HEOOXOAMMBIMHU HyTpueHTamu [15,24].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTeIbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB- 5.
KommenTapuu: oeiku 66o0smces uz paciema % HeodXooumozo cymouHo2o o0vema — 6 nepavlii
Oenv, ¥ - na 2-3-ui denv, ¥ - 3-4-11 denv, danee 6 nonnom obveme. cmouHuKomM HAmMypaibHO20
berka  0ns  Oemell  NEPBbIX — WECMU — MeCAYe8  HCUSHU  ABIAEMCs — MAMeEPUHCKoe
MOJNIOKO/A0AnMUpoB8anHas MOJIOYHAS CMeCh, OJi Oemell 8Mopo2o NONY200Us HCUZHU — MAKHCe

HU3KOOeNKo8ble NPOOYKMbl NPUKOPMA, 05 0emell cmapuie 200a — HU3K0OeIKo8ble HamypaibHble



npoOoyKmul (Kpynol, 0860w, (PyKmsl, pacmumenbhvle Macia) U CNeyuaru3uposantsvie npooyKmol

HA OCHO6€ Kpaxmailoe.

e PexomenHayercss mnpu MOJO3PEHHMH HA METAaOOIMUYECKUH KpU3 U OTCYTCTBHH PBOTHI
o0ecrevynTh BBICOKOKAJIOPHUITHOE SHTEpaIbHOE MUTAHUE 3a CUET MCIOJIb30BAHUS PAaCTBOPOB
JEKCTPO3bl, TIFOKO30IOJMMEPHBIX PACTBOPOB (MAIBTOJACKCTPUH) B JIOMIOJTHEHUE K CMECH HA
OCHOBE aMHUHOKHCJIOT C IIeJIbIO IPe0TBpalicHus kKatabonu3ma (npunokenue ['4) [22,24].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTedbCTB — C, ypOBEeHb JOCTOBEPHOCTH /10KA3aTeIbCTB- O.

KommenTapuu pacuem npoussooumcs, ucxoos uz xaioputinocmu 1 e yenesooos = 4 kxan, 1 2

Manemoodekcmpuna npupasnusaemcsi K 1 2 yenesooos [1,2,3]

o PexoMenayercsi 100aBJICHHUE WM KOPPEKIHSI 03Bl U30JICUIIMHA M BaJIMHA C TIOMOIIBIO
MOHO/I00aBOK COOTBETCTBYIOIIMX aMHHOKHCIOT BceM mamueHtam ¢ BKC B mepuon
METa0OJMUECKOr0 Kpu3a C IIeJIbI0 WHTUOMPOBAaHUS TIepexoja JIeWIMHA Yepes
remarosHIehannueckuii 6apoep [15, 24].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeIbCTB — C, yPOBEHD JOCTOBEPHOCTH I0KA3aTEIbCTB- 5.
Kommenmapuu: no nekomopvim 0anHuiM, O1a2onpusmuslil 3¢hghpexm daem noodoepicanue
UB0NEUYUHA U BATUHA 8 KPOBU HA BLICOKOM YPOSHE, YMO C030denm KOHKYPEeHYUio 05
mMpancnopma neuyuna 8 kiemky. o3upoeka uzonetyuna u/uiu 8aiuna cocmasisiem 80-120 me 6

cymku (6 06a npuema) [24].

° PexomenaoBaHo: BHYTPUBEHHOE BBEJIEHHE pacTBOpa AEKCTPO3bI MOJ KOHTPOJEM ee
VPOBHS B KPOBU TIPH PA3BUTUU METAOOIMYECKOTO KpH3a, a TakkKe IUIMUI0B H—
WHCYJIUHA TIpU HEOOXOJUMOCTH, C TICJIBI0 BOCIIOJIHGHUS JHEPreTHYECKOTO U
MPEIOTBPAICHUS PA3BUTHS HEBPOJIOTHYECKUX HapyieHwuii [1,2,3,22,24,25].

YpoBeHb yoeAUTEIbHOCTH 10Ka3aTedbCTB — C, ypOBEHb J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.
KommenTapuu: Buympueennoe 6sedenue 10% pacmeopa Oexcmpo3vi u3 pacuema
HOB0podCcOeHHble u Oemu 00 3-x nem 10-12me/ke/mun, om 3 0o 10 nem 8-10 me/ke/mun, cmapuie
10 nem 5-8 me/ke/mun. /[nsa npedomepawjeHus kamaboausma u KOppeKyuu MemaboruyecKux
HapyuieHu.

C yenvio obecneueHusi 00OCMAMOYHOU KALOPULHOCMU U NPEeOOMBPAWEHUSL UPE3MEPHOLL
2uopamayuu u 2eMOOUIOYUL, B03MONCHO 68edeHue Tunudos 00 22lkelcymru (0,4malkeluac 20%
pra)

Ecnu y nayuenma pazeusaemcs 3uauumenvHas 2unepeiukemus (Hanpumep, ypoGeHs 2110K03bl 8

Kkposu oOonvwe 250 me/on) ¢ entokozypuell U UMEMC  NPU3HAKU  MemabdoIudecKou



O0eKoMNneHcayuu, mo cieoyem paccMompems G03MONCHOCMb HAYANA UHQY3UU UHCYIUHA
(UHCYIUH pacmBOpUMbBLUL (Yel08eyecKUll 2eHHO-UHJICeHepHblll) **) emecmo cHudicenus ckopocmu
ungysuu , dexcmposvi**, cnocobcmeys anabonuueckomy cocmosauuro. Hauanvnas ooza ons
ungysuu uncynruna cocmasnsiem 0,01 ME/ke/mun. Ypoeenwv uncynumna ciedyem mumposams,
UmMoObL NOOOEPIAHCUBAMB YPOBEHb 21I0K03bl 8 Kposu mexcoy 100 u 150 me/on.
e Pexomenayercss Ha3HA4YaTh OHIAHCETPOH™* mpu merabomudyeckoM kpuse Ha porne BKC mo
MOKa3aHHsIM C IeJIbI0 YCTPaHEHHsI TOBTOPHBIX MPUCTYIOB pBOTHI [1,10].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
KommenTapuu: onoancempon™* nasnauaemcs 6 cymounoti 0osze 0,1-0,2 me/ke demsam pannezo
eospacma, 2 me — Oemsam 6 eo3pacme 2-7 nem, 4 me — Oemsam & eospacme 8-12 nem
(oonokpamno). Ilpenapam modicem 6800UMbCSI 6HYMPUBEHHO, 6 C6e4ax per rectum, 8

mabiemkax unu 6 euoe cupona per osS.

e PexomeHayeTcsi KOPPEKIUS META0OIMYECKOTO KETOAIM103a TP META0OIMYECKOM KpU3e Ha
¢one BKC myrem BHyTpHBEHHOTO BBEJCHUS LICTOYHBIX pacTBopoB [1,10].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.
KommeHTapum: 01 koppekyuu memaboiuyeckozo Kemoayuoo3a UCNONb3VIOMCs pacmeopbl
cuopokapbonama  nampusa*** (koo ATX — B05XA), Kamus  xnopuo+Hampus
euopoxapbonam~+Hampus xaopud. ['uopoxapdbonam nampus npumensemcs 6 euoe 8,4% u 4,2%
pacmeopa 011 yoobocmea nepepacuema Ha mmoas NaHCO. Eeo 0o3uposka (Mmoinb)
onpeoensemcs no gopmyne: (-BE) x macca mena (x2) X 0,3. Kpome moco, nayuenmam
PeKoMeHOyemcs WelouHoe numove — pacmeop coovl us paciema %:-1 uatinas noxcka na 200 mn
60001, WENI0YUHbIE MUHEPATIbHBIE B00bL.

B 3asucumocmu om msascecmu cocmosinus kasxcovie 6-12 yacos Konmpoauposams noxazamenu

KUCJIOMHO-OCHOBHO2CO COCMOAHUA KPOBU, YPOBHA HAMPUA U KATUA 6 KPDOBU.

e Pexomenayrorcs MEPOTPHUATHS o NPEA0TBPAICHUIO THIIOHATPUEMUHU u
npo(UIaKTUKE/yCTPAaHEHUIO OTeKa Mo3ra mnpu MetaboinyeckoMm Kpusze Ha (one BKC
[1,3,8,10].

YpoBeHb yOeaUTETbHOCTH 10Ka3aTeNbCTB — C, ypOBEHb JOCTOBEPHOCTH I0KA3aTEIbCTB- 5.

KomMmenTapuu: ozsa ycmpanenus eunonampuemuy HazHavaiom eHympuseHnoe egederue 5-10%

eunepmonuyecko2o pacmeopa xaopuoa uampus*** (5-10 mOxe/ke/cym) nood konmponem

CO0EPHCaHUsL HAMPUSL 8 KPOBU 0Jis 0becneyeHus cbieopomouno2o ypoeus > 140 mOxe/n. C yenvio

NOBbIULEHUS OCMOJSPHOCMU NAA3MbL U BbIBEOCHUS HCUOKOCMU U3 MKAHU MO32A UCHONb3YION

ocmomuyeckull ouypemuk Mmannumon**. [penapam 68005m 6HYMPUEEHHO 8 CYMOYHOU 003€

0,5-1,5 e/xe (3a 2-3 esedenuss 6 meuenue 10-20 mun). [oza ons oemetl nepeoco 200a HcU3HU



cocmasnsiem 5-15 2/cym, ons demeii maaoweeo eospacma — 15-30 2/cym, 6 cmapwem 6o3pacme
—30-75 e/cym. Ocmonaprocmo naasmul pekomeHoyemcs coxpausamo na yposre 300-320 mOcm/n.
s ycunenus OecuopamayuonHo2o 3¢ggexma, mopmodcenus myoyisapHou peabcopoyuu

Hampus u Xa0pa HazHauaom Qgypocemud** "

6 0oze 1-3 me/ke 1-2 paza 6 cymxu (c
unmepeaiom He menee 06-8 wuac.). C yenvio ycmpameHus 3Hepeemuueckoco Oeguyuma u
2uno2nuKemuu npogoosm sHympusennoe éseoenue 10%-20% pacmeopa enioxosuvl u3 pacyema 20

MI/Ke ROO KOHMPOJIEM COOePAHCAHUSL TIIOKO3bL 8 KPOBU.

e PexomeHayercsi yBeIIMUEHHUE CYTOYHOM /103bl JIEBOKAPHUTHHA MPU META00IMUYECKOM KpH3e
Ha ¢one BKC nns akTuBanuu CBS3bIBAHUS HAKAIUTMBAIOIIMXCS OPraHMYECKUX KHUCIOT
[1,3,6,10].

YpoBeHb yOeauTebHOCTH 10Ka3aTeJbCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.

KommenTapum: cymounyro 003y aegokapuumuna yeenuuugarom 0o 100-150  wme/ke.

llpeonoumumenvro enympueenroe uiu eHympumslileyHoe 66edeHue npenapamd.

e Pexomenayerca naunuentam ¢ BKC nononHurtenbHass MeIMKaMEHTO3Has KOPPEKLUS IpU
ypoBHE aMmuaka B KpoBH Bbimie 200 MKMOIB/I C IENbl0 BBIBEACHUS HU30BITOYHOTO
KOJIMYECTBA IaHHOTO METa0O0InTA.

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTedbCTB — C, ypOBEeHb J0CTOBEPHOCTH /10KA3aTEeNbCTB- O.

Kommenrtapumn: /lpu yposue ammuarka 6 kposu gviuie 200 MKMOIb/1 HA3HAYAIOMCA Npenapamol

cnocoocmsyrouwue saumunayuu NH3, nanpumep benzoam nampus uz pacwema 250me/xe/cym

(maxcumanvro 00 500me/ke/cym, eciu macca mena npesviuiaem 20xe 0o 5,52/m2/cym),

3.2 Xupyprudeckoe Je4yeHue

o Pexomenayercss npu HHU3KOW 3(PPEKTUBHOCTH MPOBOAMMOTO KOHCEPBATUBHOIO JICUCHUS
nanuerntam ¢ BKC paccmoTpers BO3MOXHOCTH TpPaHCIUIAHTAIIMU TEUYEHU M0 KU3HEHHBIM
nokaszanusMm [8, 27].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeNbCTB — C, ypPOBEHDb 10CTOBEPHOCTH A0KA3aTEIbCTB- 5.

KommenTapuii: 5KC omnocumcs Kk HacieOcmeenHviM 00Ne3HAM 00MeHA 8eujecma, Komopbwle

MOJICHO — KOppekmupoéamv  mpancniaumayuei  nevenu.  Ipancnaiawmayus — nevemu,

npeoomepawjaem KamacmpoguuecKue nospeicoeHuss Mo32d, Komopwle Mo2ym GO3HUKHYMb 80

8pems  MemabOOnUudecKol  UHMOKCUKAYuU, U  OCMAHAGIUBAem  NpOcpeccupos8aHue

HeUpOKOSHUMUBHLIX HAPYUIEHUL, HO He KOPPEeKMupyem panee Cyuecmeosasuiue KOSHUMUGHbIe

Hapywenus [8].  Pucku Xxupypeuueckozo emeulamenbcmed u NOOAGNEHUs UMMYHUMema He

OMAUYANUCL OM  MAKOGLIX O  Opy2uX  Neouampuyeckux nayueHmos, NnepeHecuiux

mpancniaumayuto [27]. dns nayuenmos, ycnewiHo nepeHecuiux mpanHcnIaHmayulo nedeHu,



PEKOMEHOYemcs pacuiupums Ouemy u obecneyums HOMoub 8 nepexooe Ha PaACUlUPeHHYI0 Ouemy

C MOHUMOPUPOBAHUEM AHMPONOMEMPUUECKUX NoKazamene u Hympumuerno2o cmamyca [1,3].

3.2 Unoe jgeyenune

e Pexomenayercsi pacCMOTpPETh MPOBEACHUE TEPUTOHEATHHOTO IHANIM3a WIH TeMOJHAN3a
IpH  OTCYTCTBUU OBICTPOH TOJOXHUTEIBHON peakuud Ha WHTCHCUBHYIO TEpamuio,
COXPAHSIOMIEMCS KETOAU03¢ U THIIEPAMMOHUEMHUH TIPH METa0OJIMYSCKOM Kpu3e Ha (OHE
BKC, nns 60onee 3¢ heKTUBHOTO BBIBECHUS TOKCUYHBIX METa0OIMTOB.

ypOBeHb yﬁeL[I/ITe.]I])HOCTI/I A0oKa3aTeJIbCTB — C, YPOBE€HL JO0CTOBEPHOCTHA N0KAa3aTEC/ILCTB- 5.

e Pexomenayercss Tepanus SHWIENTUYECKUX MPUCTYNOB C HHIUMBUAYaIbHBIM MOJ00OPOM
IIPOTUBOCYAOPOXKHBIX IpenaparoB nanuesTam ¢ bBKC ¢ nenbro Koppekuuu CHMIITOMaTUKU

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTedbCTB — C, ypOBEeHb J0CTOBEPHOCTH /10KA3aTEeIbCTB- O.

3.2 Il.1aHOBOE ONIEPATHBHOE BMELIATEILCTBO, AHECTE3MS.

e Pexomenayercsa nmauuventam ¢ BKC mepen mpoBeneHHeM ONEpaTHBHOIO BMELIATENbCTBA,
aHEeCTEe3UH, KOHTPOJIb o0uiero ananu3a kposu, KI{C ¢ nenpio nckitoueHuss MeTaboInyecKou
nekomrmencanuu [25]

YpoBeHb yOeauTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.

o Pexomenayercss mnamuentam ¢ BKC Bo BpemMs NOArOTOBKM K XHPYPrHUECKUM
BMEIlIAaTeIbCTBAM, IPOBEACHUS aHECTE3UOJOTMUECKUX MOCOOUH M B APYruX Cilydasx, Korjaa
TpeOyeTcs yUIMHUTh MepUoJT FOJI0JaHHsI UCIIOJIb30BaTh BHYTPUBEHHOE BBEJICHUE PACTBOPOB
JCKCTPO3BI**C 1eJIbI0 MPEIOTBPAIEHHUS Pa3BUTHS META00INIeCKOro Kpu3a [25]

YpoBeHb yoenuTebHOCTH 10Ka3aTebeTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB- 5.

Kommenrapuii: unghysuonnas mepanus 6 cnyuasx, mpedyrowux yoruneHue nepuooa 2o100anus,

Pacmeopvl  2n0KO03bl  6600SIMCA U3 pacyemad HOB0podcoeHHble u Odemu 0o 3-x aem 10-

12me/ke/mun, om 3 0o 10 nem 8-10 me/xe/mun, cmapue 10 nem 5-8 me/ke/mun



4., MeauuuHCcKasi peaduauTaANusi, MeIUIIMHCKHE MOKA3aHHUS U

NMPOTHUBOINIOKaA3aHUA K IPUMCHCHUIO METO/10B peaﬁnﬂnTaunn

. Pexomennyercsi nanuentam ¢ BKC mpoBeneHue peaOMIIMTAIIMOHHBIX MEPOIPHUATHH,
HaIpaBJICHHBIX HA COLMAJIBHYIO aJanTallyio, MOJJEPKaHUE M Pa3BUTHE KOTHUTHUBHBIX W
UHTEJJIEKTYaIbHBIX QYHKIUI

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

o Pexomenayercs mammentam ¢ BKC mnpoBeneHune NCHUXOMOTMYECKOW MOAJNECPKKUA U
00y4eHUs poAUTENICH NpaBWIaM OpraHU3alMU MMOMOIIM W JUETOTEparvy B MEXIPHUCTYIHBIN
NEPUO U B EPHUOJ] YTPO3bl METAO0IMUECKOTr0 KPHU3a.

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

5. IIpodpunakTuka U AUCIIAHCEPHOE HAOII0IeHNe, MeIUIIUHCKHAE TIOKA3AHUS U

NMPOTHBOIIOKaA3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJIaKTI/IKl/I

5.1. lIpopuaakTuka

Heonamanvnoui ckpunune 6 Poccutickoui @edepayuu nposooumcs 6 2.Mockea u Ilpumopckom

Kpae.

o Pexomenayercss KOHCyJIbTallUs Bpaya-T€HETHKA CEMbSM II0CJIE€ YCTAHOBIICHHS [IMArHosa
NanueHTaMm C BKC ¢ mnenpio pa3bsiCHEHMH T'€HETHYECKOTO pHUCKa, OOCYXICHHS
BO3MOYKHOCTEH MPEHATAIBHOM U MPEHMILIAaHTAIIMOHHOM TUarHoCTUKH [17].

YpoBeHb yoenureabHocTH pekoMenanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

e Pexomenayercsi oOcneoBaHre poaUTENEH MallMEHTa C IENIbI0 BISIBICHUS T€TEPO3UTOTHOTO
HOCHUTEJIBCTBA PAHEE BBISBICHHBIX MYTAIMH C MOCIEAYIOIIUM UCIOJIb30BAaHUEM PE3YyJIbTaTOB
oOcreoBaHUsT TIPU TMPOBEJACHUU TPEHATAILHON JHATHOCTHKA M TPEUMIUIAaHTAIMOHHON
nuarHoctuku [17].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapmii: [enemuueckuii puck nosmopnoz2o poocoeHus pebenxa ¢ BKC 6 cemve

cocmasgisiem 25%.



e Pexomenayercs nposeneHue obcnenoBanus Ha BKC mersm mroboro Bo3pacta w3 cemeid,
UMEIONINX MAIMEHTOB C JaHHBIM 3aboyieBaHueM (B TEPBYIO OdYepenb, OpaThsi M CECTPHI
naruenTa) ¢ neiabio uckimodenus bKC [17].

YpoBeHb yoeTUTEJIbHOCTH 10KA3aTeJILCTB — C, ypOBeHb 10CTOBEPHOCTH J10KA3aTEeJIbCTB- D.

e Pexomenayercsi C 1enpl0  NPOQUIAKTHKH — pa3BUTUS  METaOOMMYECKHX  KPH30B
nHpopMupoBaHuEe poauTeNeld (WM 3aKOHHBIX TmpeacTtaBuTenei) mamumeHta ¢ BKC o
xapaktepe 3a00JeBaHus, POBOLUPYIOMUX (PaKTOpax W MPEIBECTHUKAX KpH3a, BOZMOKHBIX
ero nocneacTBusx [17].

YpoBeHnb yoenutensHocTn pexomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e Pexomenayercss mnamuentram ¢ BKC mnpoBoauTh npoduiakTHUECKyr BaKIHMHALKIO IO
HAI[MOHAJPHOMY KaJleHJapl0 NPHUBHUBOK, BKIOYAas BaKIUHAIMIO TMPOTUB TpUMNNA U
poTaBupyca, ¢ COONIOACHHEM Mep TPEJOCTOPOKHOCTH, B TOM 4YHCIIe, Ha (JOHE CTPOroro
BBITIOJTHCHUS TUETUYCCKUX U JICUCOHBIX HA3HAYCHUU C IEbI0 (DOpMHpPOBAHHS WMMYHHOM
3alUThl OpraHu3Ma OT MHGEKUUH U MPeJOTBpAIICHUS Pa3BUTUS METAOOIMYECKUX KPHU30B
[30].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: saxyunayuro yenecoobpasno nposooums CReyuarucmamu,, UmMeouumu
onvim pabomsl ¢ NAYUeHMamu ¢ MemabdoIudeckumMu O0Ie3HAMU, UIU NOO UX KOHMPOJIEM.
B nocmeaxyunanvrom nepuode ciedyem npucmanbHo HAOAOO0AMb 34 NPUBUMBIMU C NOBMOPHBIM
usmeperuem memnepamypsl meia, 4mo Heobxo00uMo Ol He3aMeOAUMeNbHO20 HA3HAYEHUs.

JcapononudIcarowell mepanuu npu ouazHocmuposarnuu auxopaoku >38,0°C, (napayemamon™®*

unu, ubynpogen**).

5.2 Jlucnancepnoe naoniodenue

e Pexomenayercsi mpoBezeHue oOmero (KIMHWUYECKOT0) aHaln3a KPOBU PAa3BEPHYTOTO
(reMOrnOOMH,  KOJIMYECTBO  3PUTPOLIUTOB, I[BETOBOM  IMOKa3aTelb, KOJIMYECTBO
JEUKOLUTOB, TPOMOOIMTOB, JieHKoIMTapHas (opMyJa U CKOPOCTb  OCEIaHHs
spurpouutoB) naureHtam ¢ BKC g olleHKH OCHOBHBIX IapaMeTpoOB KPOBETBOPEHHUS U
HAJTMYUS BOCTIAIMTEIBHBIX MPOoIieccoB [24].

YpoBenb y0eauTeqbHOCTH J0Ka3aTedbcTB — C, YypoBeHb [10CTOBEPHOCTH

J0KA3aTeJabCTB- 5.



KommenTapuu: Kpamnocme npoeedenusi ananiuzos onpeoensiemcss COCmosHueM pebeHKA.
Obviuno Oaumnvie uccredosanus nayuenmam ¢ BKC npoeoosmcsa ¢ uacmomoii: kadxicovie 6
Mecayes nayuenmam 0o 6 nem, Kadxcovle 6-12 mecsayee nayuenmam cmapute 6 nem. Ho 6
nepuood UHGEKYUOHHBIX 3a001e6AHUL, NPU YePO3e MeMAOOIUYeCK020 Kpuza — He pexce | pasa 6

7-10 oneri.

e Pexomenayercsi npoBeeHrEe 001IETO (KIMHUYECKOr0) aHanu3a Mouu namueHtam ¢ bKC
TS OIICHKU COCTOSIHHSI MOYEBBIBOIAINMX MyTeH U rmouek [24].
YpoBenb yOenuTeqbHOCTH J0Ka3aTeJbcTB — C, ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB- 5.
KommenTapuu: Kpamnocmv npogedenus auaiuzos onpeoensiemcs COCMOsHUeM pebeHKA.
Obviyno OamnHvle uccreoosanus nayuenmam ¢ BKC nposooamcs c¢ uacmomoii: kagicovie 6
Mecayes nayuenmam 00 6 nem, Kadxcovle 6-12 mecsayee nayuenmam cmapute 6 nem. Ho 6
nepuoo UHQGEeKYUOHHLIX 3a0071e6aHUL, NPU YepO3e MemaboIUUecKko2o Kpuza — He pexce 1 pasza 6

7-10 oneri.

o PexoMeHayeTCsl POBEACHUE OMOXUMHUYECKOTO aHaIM3a KPOBH (IJIFOK03a, OOIIHiA OeoK,
OenkoBble (pakuuu (McciaenoBaHUE YPOBHA albOyMHHA B KPOBH, OIpeAeNcHUE
anbOyMHUH/TTIO0YTHHOBOTO COOTHOIIIEHHSI B KPOBH), OOIIHM, CBSI3aHHBIM M CBOOOJIHBIH
OWIMPYOWH XOJIGCTEPHH, TPUTIIHIICPUIBI, JIMTTOTPOTESH IBI HU3KOW U BHICOKOH TUIOTHOCTH
(uccnenoBaHue YypOBHS JIMIIONPOTEMHOB B KpOBM), mienoudHas (ocdaraza, ramma-
TIIyTaMHJITPAHCIICNITHAA3a, KPEaTHHUH, MOYEBUHA, alaHuHaMuHOTpaHcdepasza (AJIT),
acnapratamuHoTpancdepaza (ACT), kanmpiuil 0OOMUN W WOHU3UPOBAHHBIN, HATPHH,
Kanui, Heopranuueckuii ¢pocdop, xkene3o u peppuru, C-Pb) mamumentam ¢ BKC nis
OIICHKU (DYHKIIMOHAILHOTO COCTOSIHUS BHYTPEHHHX OPTaHOB, HATHMYUS WHQPEKIMOHHBIX
OCJIO)KHEHHWH W HYTPUTHBHOTO cTaTyca mamuenra [24].

YpoBeHb y0enuTeJbHOCTH J0Ka3aTedbcTB — C, ypoBeHb [10CTOBEPHOCTH
J0KA3aTeIbCTB- 5.
KommenTapuu: Kpamnocme npoeedenusi ananuzoe onpeoensiemcs cocmosiHuem pebeHKa.
Obviuno Oaumnvie uccredosanus nayuenmam ¢ BKC npoeoosmca ¢ uacmomoii: kadxicovie 6
Mecayes nayuenmam 00 6 aem, Kadcovie 6-12 mecayes nayuenmam cmapute 6 nem. Ho 6
nepuoo UHQGEeKYUOHHLIX 3a0071e6aHUl, NPU YepO3e MemMaboIUUecKko2o0 Kpuza — He pexce 1 pasa 6
7-10 onei.

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)



e Pexomenayercsas BceMm mnamueHtam npu nogo3peHun Ha bBKC onpenenenue
KHUCJIOTHO-IIEJIOYHOTO COCTOSHUSL KpPOBU  (HMCCJEOBaHHWE YPOBHSA BOJOPOIHBIX
nonoB (pH) kpoBwu, uccienoBanue ypoBHs Oy(epHBIX BEIIECTB B KPOBH), YPOBHS
IJIIOKO3bl B KPOBH, YPOBHSI HaTpus B KPOBH, JIaKTaTa B KPOBU, KETOHOBBIX TEN B
MOY€ JKCIPECC-METOJIOM C LENbI0 JUArHOCTUKU METa0O0JIMYeCKUX HapyIIeHUH HX
KOPPEKLIMH U Ope/IeIeHNs TAKTHKH JabHeimero Benenus [3,6,8].

YpoBeHnb yoenutensHocTu pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
KommenTapuii: Kpamnocms nposedenus ananuzos onpeoensemcs coCmosiHueM nayueHma (8
CcpeoHeM — edCeMeCsAYHO), HO 6 Nepuod UHGEeKYUOHHbIX 3abonesaHuti, npu yepose

Mmemabonrueckoeo Kpusza — €AHCeOHEBHO 00 cma6wzu3auuu noxazameietl

e Pexomenayercsi peryisipHbli KOHTPOJb YPOBHS AMHUHOKHCIOT M UX METaOOJIUTOB B
kpoBu (KomruiekcHoe omnpejieneHne KOHUEHTPAlMd Ha aMUHOKHUCIIOTHI M allUJIKAPHUTHUHBI B
KpoBH, KoMIUIEKCHOE ompezeieHne KOHLIEHTPAluu Ha aMUHOKUCIIOTHl M allWJIKapHUTUHBI B

KPOBH METOIOM TaHAEMHOM MacC-CIIEKTPOMETPHH) C LENIbI0 KOppeKiuu Tepanuu [3,6,8,9].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
Kommenrapuu: Kpamnocms npogedeHus anaiuzos onpeoensemcs cOCmosHuem pebeHka (8
cpeovem — 1 paz 6 3 mec), HO 8 nepuod UHGEKYUOHHBIX 3a00Ne6anull, nNpu yepose
Memabonuuecko2o kpusa — He pedice 1 paza  7-10 Oneil.

Vposnu amunoxuciom 001xcHbl Oblmb NPUOIUICEHBL K PephepencHbIM B03DACTHbIM
sHavenusam. Colepocanue Jneuyuna, uU30NeUYUHa U BAIUHA 6 KPOBU PEKOMEHOYemcs
n000epHCUBAMb HA YPOBHE, CNIecKad Npesbluarouem HOpMalbhble napamempsl. OnmumanbHbiM
cuumaemcs ypogens netiyuna 75-200 mxmonwv/n (y oemeii 0o 5 nem) u 75-300 mxmonw/n (y oemeii
cmapwe 5 nem), npu 8vieeOeHuU pebeHKa U3 MemaboIudyecKkoeo Kpusa YKA3aHHbll YPOBeHb
JeUYUHA CYyHCUm NOKA3aHUemM O/ HA4ana 68e0eHus HAmypaibHozo 6enka. OnmumanbHulil
yposenwv sanuna u uzoneiuyuna om 200 oo 400 mxmonv/n [15,24].

C60600mnbill  L-kaprumun 6 Kpo8U PEKOMEHOO8AHO NOO0epiHcUusams HA YpOosHe,
coomeemcmayioujem eepxuel epanuye nopmuvl: 40-60 mxmonsv/n. Ilpu crudxicenuu noxazamens
odadice 8 npedenax HOpMaibHulX 3Hadenutl (Hopma 20-60 MKMOab/1) pexomeHOyemcs yeeaudums
003y nesoxapruumuna 0o 100-150melkelcym.

Tenoenyuss x cHudcenuro pH kposu, oOeguyumy ocHo6aHuil, yMeHbUIEHUE COOEPHCAHUSL
€80000HO20 KAPHUMUHA, 2IOKO3bl, HAPACMAHUEe YPOGHS JNeUyund, u3oNetiyuHd, 6aluHd U
COOMHOWEeHUs NetUYUH/ananun  (Uiu  J1etiyun/mupo3ut), yeeiudeHue Mouesoll IKCKpeyuu

Memaboaumos Kemoxkuciom cyarecam npedeecmHuKaMu paseumius Kemoab;u()omuquKozo Kpusa.



e PexoMeHnayercsi  peryjsipHbIi  KOHTPOJIb  JKCKPELMH  KETOKHCIOT €
pa3BeTBiIeHHOW 1enbio ¢ Mouol (KomiuiekcHoe ormpeneneHue coaep:kaHus

OpraHUYeCcKuX KHCIOoT B Moue) [6,8].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

Kommentapum: Kpamnocms npogedeHuss anaiuzos onpeoensemcs coOCmosHuem pebeHka (8

cpeonem — 1 paz 6 200)

Edcecoono  nayuenmuvl  00M)CHbL  NPOXOOumyv  yenybienHoe obcriedosanue 6  YCIOBUSX
cmayuonapa  (OnumenvHocms — 2ocnumanusayuu He mewee 10 cymok), 20e makoice

oCyuecmeAmcs Heobxooumvie pea6wzumal4u0HHbze MEPONPUAMUAL.

e Pexomenayercsi mpoBefaeHue snekTpolrHunedanorpaduu (O3I) manueHtam ¢
BKC MpY HAJIMYUU HEBPOJOTMYECKOM CUMIITOMATUKH [UJI  BbIABJICHUSA
AMUIICTITHYECKOI akTUBHOCTH [23].

YpoBeHb yoenuTeabHoCTH pexkoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4)

KommenTapuu: 6 mom uucne 331" ¢ sudeomonumopuneom. Ilpu omcymcmseuu npucmynos-me

peoaice 1 pasa e 200, npu Hajaiuduu SnujiennmuiyecKux npucmynoe- no NOKA3aHUusM.

e Pexomenayercs mpoBefeHUE YIbTpa3BykoBoro uccienoBanus (Y3U) opraHos
OpromrHo# nostocty nanmenTaM ¢ BKC st BBIsSIBIIEHUS TATOJIOTUHN TICYSHHU.
YpoBeHb yoenurenabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
Kommenrapum: Kpamuocme npu omcymcemeuu usmenenuti-ne pedxce 1 paza 6 200, npu Haiuduu

namoJiocuu ne4eHu- no NOKA3AHUAM.

o Pexomenayercs mpoBeneHue odranpbmockonuu manueHtam ¢ BKC ¢ menbro
CBOEBPEMEHHOTO OOHAPYKEHUST 0PTATHMOJIOTHYECKON IMaTOJIOTHH.

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)

Kommentapum: Kpamuocme npu omcymcemeuu usmenenuti-ne pedxce 1 paza 6 200, npu Haiuduu

nanioJjiocuu — no NOKA3aHUusM.

L4 PeKOMeHIlyeTCH nanucHTaM C BKC MMPOBCACHUC KOPPCKIHUNU Je4COHOTO TUTAHMS
U CUMIITOMaTHYECKOM TCpaIu € HCJIbI0 UCKIHOYCHHUA 6CHKOBO-3HCpFCTI/I‘-IeCKOI\/II

HEAOCTATOYHOCTH.



YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)

Kommenrtapum: Koppexyuio ouemomepanuu nposoosim 6padu-eeHemuKy il 8pavu-0uemonocu
¢ yacmomoti 1 p/mec na 1 200y scusnu, oaree 1 p/3 mec u no nokasanusim 0o 3 sem, 1 p 6 mec
nocne 3 nem

Konmponv haxmuueckoco numarnus (Xumuueckozo cocmasa payuoHa) 0is NpedynpedcoeHus
passumusi 0epuYUMHbBIX COCMOAHULL NPOBOOAmM V Oemell 8 pPeaHUMAYUOHHOM nepuooe —
ediceOHesHo, y Oemell nepeoco 2004 dicuzHu — He pedice 1 paza 6 7-10 Owueu, y nayuenmos
cmapwe 1 2cooa— 1 paz 6 1-3 mecaya.

CHudicenue yposHs 2cemo2nobuna, oicenesda, obOwe20 Oenka, anbOYMUHA U AMUHOKUCIOM

YKazvléaem Ha HeOOCMAmoOYHOCMb HYMPUMUBHOU NOOOEPIHCKU.

e Pexomennywres s HaOMIOACHHWS NAIlMEHTOB C YCTaHOBIEHHBIM auarHo3om bBKC
OPUMEHSTh  MYJIbTUIUCHUIUIMHAPHBIA TOIXOJ B BUAY TOTO, 4YTO 3a00JeBaHUS
XapaKTEePU3yIOTCA MOPAKEHUEM MHOTHUX OPTaHOB M CUCTEM, TpeOyeT KOMIUIEKCHOM TeparnuH,
YTO JUKTYET HEOOXOJIMMOCTh COBMECTHOTO BEACHHS TMAlMeHTa CIEeHHUATUCTAMU Pa3HBIX

npodmueii [17].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YypoBeHb H0CTOBEPHOCTH 0KA3aTeNbCTB — 5)
KomMeHTapuu: nokasansl nogmopHvle KOHCYIbmayuy 8pavd-2eHemuKd, 8paia-oghmanbmonoa,
epaua-Hespooea, 8pa4aA-2ACMPOIHMEPONIO2a, BPAYA-IHOOKPUHONO02A, B8PAYA-KAPOUON02d,
8paua-0emcKko20 Kapouonoza, 6pavya-megponoza,  epaya-neouampa, epaia-mepanesma, da
makdice epaveu opyeux cneyuanvrHocmeti nayuenmam ¢ bKC, umerowum napywenus ¢ynkyuii

coomeemcmeyrwux opeainos u cucmem

o Pexomenayercsst 0oOydYeHHME  pOJNWTENCH  MpaBWIAM  OpPraHU3alMH  TEpalmud B
MEXTPUCTYIHBIN MEPHOJ U B MEPUOJT YTPO3bI META00IHUECKOT0 Kpr3a nanueHToB ¢ BKC
C TIEJTBIO MPETOTBPAIICHUS PA3BUTHS ITOBTOPHBIX METAOOIMUECKUX KPH30B.

YpoBenb yoeaureabHocTH pekomMenaanuii C (ypoBeHb I0CTOBEPHOCTH JI0KA3aTEJILCTB — 4)

KommenTapuu: V pooumeneii pebenxa 6cecoa 0ondicHa Obimb NAMAMKA C  YKA3AHUEM

HEeOMmJI0HCHbLX Meponpuﬂmuﬁ 6 nepuod HaduHarouiecocs Memabonuuecko2o Kpusa (Hpuﬂo:»ceﬁue

B).



—6. Opranmszanmsi OKa3aHusi MeAMIUHCKONW MOMOLIHU

6.1 Iloka3anus AJIA TOCIIMTAJIN3AIIMHN B MCAMIIMHCKYIO OPraHMu3anmIo

Tokazanus 0ns nianoeoul cocnumaiuzayuu 6 MeduuuHCKwo opeaHuzayuro.

1.

MPOBEJICHUE TUArHOCTUKYU U JIeYeHHUsI, TpeOyrolre MPpOoJoHKUTEILHOTO (AHEBHOE WU
KPYTJIOCYTOYHOE MpeObIBaHUE) MEAULIMHCKOTO HAOMIOIEHUS! 1 MOHUTOPUHIA KJIMHUKO-
1a00paTOPHBIX MTOKa3aTesei;

HEOOXOUMOCTh TPOBEACHHS PAa3IMYHBIX BHUAOB JKCIEPTU3 WM OOCIeIOBaHUS B
MEJWIIMHCKOW OpTraHMU3allMd TPU HEBO3MOXXHOCTH TPOBEICHHS WX B aMOYIaTOPHBIX
YCIIOBUSAX (B TOM qucie odopmiieHue 3aKJIIOUEHUS benepanbHOTO

KOHCHJINyMa/BpaueOHOW KOMHUCCHH).

Ilokazanus ona 3Kcmpennoﬁ ocnumanusauuu 6 MeOuuuHCKylo Op2aHU3AUUIO .

1.

OCTpPBIE YTPOXKAIOIIME IS )KU3HU U Pa3BUTUSA OCIIOKHEHUH COCTOSAHUS, B TOM YHCIIE
MeTabOIMYECKUN KpHU3, TPEeOYIOIINEe HEOTI0KHOTO JICUCHHSI, B TOM YHCJIC HHTCHCHBHOM
TEepanmuu, a TakkKe KPYriaoCyTOYHOr0 MEIUIIMHCKOTO HaOMIOJACHUH W TPOBEICHUS

CIICOUaJIbHBIX BUIOB 06CJ'I€I[OB8.HI/I$I U JICUCHUA.

6.2 Iloxka3zanus K BLINNCKE NANMEHTAa U3 MEeANIUHCKO OpraHu3aluu

1.

OTCYTCTBHE YIpO3BI JUIS )KU3HU MAIMEHTA U YIPO3bl PA3BUTHUS OCIOXKHEHUH, TPEOYIOINX
HEOTJIOXKHOTO JICUEHUS TIPH 3aBepIIEHUE TUArHOCTUYECKUX MEPOIPUSATHIA.
CTa0WiIn3alusl COCTOSIHMUS M OCHOBHBIX  KJIMHUKO-TA0OpAaTOPHBIX  IOKazaTesei
MATOJIOTHYECKOTO  Mpoliecca, OTCYTCTBHE HEOOXOIUMOCTH B  IPOJOJDKHTEIBHOM
MEIUIIMHCKOM Ha0JII0/IeHNH (JIHEBHOE UIIM KPYIJIOCYTOUHOE NPeObIBaHuE);
BBIMOJIHEH IUIAaH OOCIEeOBaHMS M JIEYCHMs TMAIMEeHTa, JaHbl PEKOMEHJIAIUH I10

,HaﬂbHeﬁIHeMy Ha6JHOZ[eHI/IIO U JICUCHUIO,

. HEOOXOJMMOCTh TIepeBOJa MallMe€HTa B JIPyroe MEAMIMHCKOE YUYPEKICHUE WU

YUPEKACHNUE COLUAIIBHOTO O0ECIIEYEHHUS.

Ilocne evinucku us cmayuornapa nayuenm 00JI2iCeH HAX00UMbCS HA dmane aM6szam0pH0-
NOJIUKTTUHUYECKO20 Ha6m0deHuﬂy 6paqa-neduampa, epava-Heespojioea, epada-ceHemuKda,
nayuenmol ¢ CUMNIMOMAMUYECKol dnuiencuell Hy.?iC@diOl’l’lCﬂ 6 Habmooenuu epada-Hespoiiozca,
umernuieco onbin 6e0eHUs. nayuermoe ¢ anunencuell. KOHCy]meal/!MM ()pyZM)C cneyuaiucmoes
HA3Ha41aromcA no noOKA3aHUusM.

1.13

IIpuHuunol oprauusanuy Meauuuckoi nomomu nanuenram ¢ BKC

Ilocmanosxka oOuacnosa BKC cmasum mHO20 60npocoe nepeo poOCmEeHHUKamMu

nayuerma u neped cneyuaitucmamu, pa6oma}0u;uﬁ4u C maxkumu nayuermamu. Mnozcouucnernnole



npobiemvl, BO3HUKAIOWUE NPU OOHAPYIHCEHUU U PA38UMUL 3A001e6aHUS, OJisl peuleHUs KOMopblX

mpebyemcsi SpaMOMHAsL OP2AHUZAYUS NPOYECCA NOMOUWU NPU Y4ACIUU MYTbMUOUCYUNTUHADHOLL

KOMAHObI CNeyuanucmos u coonooeHue OCHO8HbIX NPUHYUNOS U NOOX0008 K ee OKA3AHUIO.

Jlannvie npunyunvt 00INCHLL COOIIOOAMbC HA AHOOOM d3mane OKA3AHUSL MeOUYUHCKOU
nOMOWU, KAK 68 MOMEHM MNOCMAHOBKU OUACHO3A, MAK U Ha J1000M smane HAOII0OeHUs
nayuenma.

1) IMayuenm u e2o npedcmasument OONNHCHbL NOLYYANMb NOJHYIO UHGOPpMAYUIO 0 3aD0e8anul,
€20 meyeHuU, namozenese, NPOSHO3ax, OCIONCHEHUSX U MEMOOAX 603MONCHOU Mepanuil.

2) [luaenoz BKC nodpaszymesaem 603MOMCHOCMb OKA3AHUS NEPEULHOL, CREYUATUSUPOBAHHOU U
NALIUAMUBHOU NOMOWU HA 8CeX IMANAX 3a001e8aHUSL.

3) Ilpu nocmanoske ouacnosza BKC, cembsi Oondcna Ovbimb HANpaeiena K CHREYUAIUcmy,
umerowemy onwvim pabomvl ¢ nayuenmamu ¢ bBKC, obradaroweco cospemenHoll
ungopmayueii. 0 meueHuu 3aO01€6aHUL U BOZMOICHOCMU YHACMUA 6 KIUHUYECKUX
UCNLIMANUAX (HOBLIX JIEKAPCMBEHHBIX NPENapamos u/unu mexnuieckux ycmpoucms). Taxoce
BAICHLIM ~ SGISAEMCL  UHPOPMUPOBAHUE ceMell O  CYWeCmsylouwux  0OuecmeeHHbIX
opeanu3ayusix, pabomaowux ¢ 3mot epynno nayueHmos.

4) K nabnooenuro 3a nayuenmom ¢ BKC donocna dbims npueieuena myiomuOuCyuniuHapHas
KOMAHOA Cneyuamucmos 6 cocmase. neOuamp/mepaneém, 6pay-2eHemux, 6pad-ouemoinoe,
8PAY-HEBPON02, MEOUYUHCKULL NCUXON02, BPAY-IHOOKPUHONO0Z, 6PAY-NCUXUAMD, 6paY-
Kapouonoz, epay-pusuomepanesm, epay-eacmposnmeponoe. [pyaue cneyuaiucmol 00IHCHbL
NPpUBIEKAmMbCsi N0 Mepe 8603HUKHOBEHUs CheYUu@UecKux npooiem.

Kommenmapuu: epau-eenemux ocywecmensem oCHOBHOe HAOI00eHUe 3a NaYUeHMAMU
¢ BKC. B kpyz obazannocmeli epaua-eenemuxa 6xooum oocnedosanue u nOCmaHo8Kka OudzHo3da,
uHGoOpMUposarue cemvbu 0 3a001e8aHUL, COCMABLEHUe NIAHA MHOZONPOPUILHO2O HAOIIOOEHUs,
ocyujecmenams — HabnOOeHue  3a  NAYUeHMOM,  OYeHU8amv  OUHAMUKY U CHeneHb
npocpeccuposanus 3a001e6aHUsi NpU pPeyiapHbiX O0CMOMPAX, HA3HAYAem NoO0EPHCUBAIOULVIO
mepanuio. [lpu nacmynienuu pepmunvrozo 6ospacma y nayuenmos ¢ bBKC cocmasnenue niana
npeoepasudapHoll. noo2omosku 0as  npoguiakmuxu mamepurcxkot BKC, mecmuposanue
napmuepa Ha eemeposucomuoe Hocumenbcmeo. Ilpu cocmasnenuu niana MHO2ONPOQPUILHOSO
HAONI0O0EeHUsl, 8pAY-2eHeMUK onpeoensenm KpPpAmHOCMb HAON0O0eHUs Y Opyeux CHeyudaiucmos
MHO2ONPOPUILHOU KOMAHObI, COOMBEMCMBEHHO MeKYUeMy cocmosanuto nayuenma. Ilpu
KAACOOM OCMOMPE 8paAY-2eHeMUK OCYWEeCmenaem nepeoyenKy meKyue2o coCmoatus nayuenma
U 8 COOMBEMCMBUL C IMUM BHOCUN KOPPEKMUPOBKU 8 NIAH MHO2ONPOPDUIbHO20 HAOM00eHus. B

ceouUx pekomeudauuﬂx 6payv-2eHeENMUK yKda3vleaem HeobxoouMmble nayuermy JeKkapcmeeHHbvle



npenapamdl, Ouemomepanuio u ()p 6 coomeemcmeuu C 6blABJTIEHHbIMU nomp€6H06‘m}ZMM

nayuerma

7. lonostauTeAbHAS HH(pOpManus (B TOM 4ucJie (PAKTOPbI, BJAUSIOIINE HA

UCX0/1 3200J1eBAHNS UJIM COCTOSIHUSA)

[IporHo3 COCTOSHUSL W YPOBHS IICMXMYECKOTO pa3BUTHS MAIMCHTOB 3aBHCUT OT (HOPMBI
3a00JIeBaHNs M CBSI3aHHOM € HEH TSHKECTH PH3UMHOTO Ae(eKTa; CpOKOB Hayajia ¥ aJeKBaTHOCTU
CHEHUAIM3UPOBAHHOTO JeueHus; 3((HEeKTUBHOCTH MHTEHCUBHOW TEpaluu KETOAIMIOTHUECKUX
KpU30B, BEIYyIIMX K OTEKYy TOJOBHOro Mo3ra u Triayookomy mnopaxkenuto I[IHC. IIpornos
3a00JIeBaHNsS OTHOCHUTEIBHO OJIArONPHUATHBIA JUIsl KU3HM [P paHHEH JUarHOCTUKE U

TIIATCIBbHOM METa00INYECCKOM KOHTPOJIC.



8. KpHTepl/II/I KAa4YeCcTBa OKa3aHUA MeJUIMHCKOM IOMOIIM JETAM C 00J1€3HbIO0
KJICHOBOI'O CHpoIa

Ouenka
Kpurepun xavuecTBa BBINOJIHEHUA
KpuTepus

Brinonneno onpeneaeHue YPOBHs aMUHOKHCIIOT, Ha/uer
AlWIKapHUTUHOB B KPOBM METOJOM TaHJAEMHON Macc-
CHEKTPOMETPUU TPHU MEPBUYHOM JMArHOCTHKE, Jajnee — AJs

KOHTPOJIA JIeUeHUs He pexe |1 p/6bmec.

KomiuiekcHoe  ompeneneHue COAEpKaHHs  OpPTaHMYECKHX Ha/ner

KHUCIIOT B MOue (TIpY NEPBUYHOM TUArHOCTHKE).

Brimonnena MOJIEKYJIIpHAs JIHK-auarnocTtuka Ja/uer
(nccrmeoBaHie KOAUPYIOUIMX W TMPUICTAONIMX HHTPOHHBIX

obnacreii renoe BCKDHA, BCKDHB, DBT u DLD) npu

nepBHquﬁ JUAardHoCTHKE.

IIpoBeneHa KOHCyJbTalMs Bpada- '€HETHKAa IPU NEPBUYHOU Ha/uer
JMarHOCTHKE

[TpoBeneHa KOHCynbTalMs Bpauya-HEBPOJIOra MpH MEpPBUYHOMN Ha/uer
JIMarHOCTHKE, Jlajiee Mo MOoKa3aHMsIM, He pexe 1 pas3a B rog.

BrimonHena MarHUTHO-pe30HAHCHas ToMmorpadus  w/wim Ha/ner
KOMIBIOTEpHast ~ ToMorpadusi TOJOBHOrO  Mosra (mpu
NEePBUYHOM  JIMarHOCTMKE W  NpH  TOAO3PEHHH  Ha

METabOTUYECKUI KPH3)

Ha3nauena pguerorepamnuss ¢ OrpaHUYEHHUEM aAMUHOKHUCIOT Jla/aet
JIEHITHA, N30JICHITNHA, BaTHA.

Hasnauena tepanust THaMHMHOM IIPU THAMHUH3aBUCUMOM (opMme Ha/uer

3200J1€BaHUs

[TpoBeneHo wuccieoBaHUE YPOBHSI BOJOPOJIHBIX MOHOB (pH) Ha/uer
KpPOBH, HCCIIEIOBaHUE YpOBHS Oy(epHBIX BELIECTB B KpPOBH,
YPOBHS TJIIOKO3bl B KPOBH, JIaKTaTa, YPOBHS HAaTpPHUs B KPOBH,
KETOHOBBIX TE€JI B MOYE SKCIPECC-METOAOM IpU MEPBUYHOU
JMarHOCTHKE, IPU MOAO03PEHUHU U B MEPUOJT METAO0INYECKOTO
Kpu3a.

BrinonHena rocnuranuzanys B CTalMOHAP B CIy4Yae HaIMYUS Ha/ner
CHMITTOMOB METa0O0JINYECKOT0 KpH3a

BoimonHeHsl  MEpONpHSITHS HWHTEHCUBHOM Tepamuud TpU Ha/ner
MEeTabO0JIMYECKOM KpU3e
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https://dx.doi.org/10.2147%2FTACG.S125962

3.

u

IIpuioxkenue Al. CocraB padoyeil rpynnbl

. bapanoB A.A. akan. PAH, mpodeccop, n.m.H.; moderHslid mpe3uneHT Coro3a MeauaTpoB

Poccun, coserHuk pykoBomurens HUW nmenmarpum m oxpanbl 310poBbs aered LIKb PAH,
[JIaBHBIM BHEIITATHBIN crienuanuct neauatp Munsapasa Poccun

BopoBuxk T.J3. — mpodeccop, n.M.H., 3aBeayromias JadopaToOpHel MHUTAHHWS 3J0POBOTO U
6onbHOTO pebenka PI'AY «HaydHblii MEAMIMHCKUAN HCCIEIOBATENbCKHA LEHTP 3I0POBbS
nerei» Munszapasa Poccun, unen Accoruanuu MEAUIIUHCKUX TeHEeTUKOB (AMI).

BymyeBa T.B. — 1.M.H., BEIIYIIIMA HAyYHBIN COTPYIHHUK JIAOOPATOPUHU MUTAHUS 30POBOTO

6onpHOro pebenka DI'AY «HayuHblii MEIUIMHCKHI HCCIENOBATEIBCKUI LIEHTP 370POBBS

netei» Munszapasa Poccun, dnen Accoruanuy MEIUIIMHCKUX reHeTUKOB (AMI).

4.

BummneBa E.A. — 71.Mm.H., 3amectutens pykoBoautess HMU nenmarpum m oxpaHsl 310pOBbs

neteit [IKb PAH Muno6pHayku o Hay4Ho# pa®oTe, To1eHT kadeapsl PaKyIbTeTCKON neInaTpun

neauarpuueckoro gaxkynsreta ®I'bOY BO «PHUMY um. H.U. [Muporosay Munsnpasa Poccun,

wieH Coro3a [lequatpoB Poccun

5.

10.
11.

12.

I'pebenxknn .M. — Bpay-reHeTtuk oTaeneHus meauiuHckod renetukn OI'AY «HMUILL
3I0pOBBs AeTel» Munsapasa Poccuu, uneH Acconuanuy MEIUIUHCKUX reHeTHKOB (AMI')
I'no6a O.B. — k.M.H., WIeH Accoanud MEIUIIMHCKUX TeHETUKOB.,

I'pedbenxknn .. — Bpay-reHeTtuk oTaeneHus wmeauruHckon reHetukn OI'AY «HMUILL
310poBb4 feTei» Munsapasa Poccun, uneH Accounanuu MeIUIMHCKUX TeHeTUKOB (AMI)
HasbinoBa FO.U. — Bpau-reHeTuk otaeneHus MeaunuHckod reHetuku PI'AY «HMMUIL
310pOBb4 aeTei» Munzapasa Poccun, unen Acconpanuu MeTUIMHCKUX reHeTHKoB (AMI)
Kypxosa H.B. — K.M.H., Benyluii Hay4HbIil cOTpyaHuK oTaena Otaen opdaHHbx Oone3Hen u
npoUIaKTUKY MHBAIUIU3UPYOMUX 3a0oneBanuid, Bpau-reneTuk HWUW nenmatpum u oxpansl
3nopoBbs neteit LIKb PAH, unen Accoumanuu meaunuHCKuX reHeTukoB (AMI)., unen Corosa
neguatpos Poccnn.

3apyouna B.B — Bpau-reHeTuk Meauko-renernueckoro oraenenus Moposzosckoit JII'Kb JI3M
3axapoBa E.FO. — n.Mm.H., 3aBenyromas yaboparopueil HacleICTBEHHBIX OoJe3Heill oOMeHa
OI'BHY «Menuko-reHeTHUEeCKU Hay4yHbI LeHTp HM. akaaemuka H.IIL.boukosa», uieH
Poccuiickoro o0miecTBa MEIULIMHCKUX F€HETUKOB, YJIEH €BPOIEHCKOTro 00IecTBa M0 U3YYEHUIO
HacJIeJICTBEHHBIX Oosie3Hel oomeHa BeniecTB (SSIEM).

3BonkoBa H.I'. — k.M.H., cTapinii Hay4HbII COTPYAHMK JTa0OpaTOpUU MUTAHHUS 3J0POBOTO U
6onbHOrO pedbenka PI'AY «HayuHblii MEAMIMHCKUN HCCIEIOBATENbCKUA LEHTP 370POBbS

neteit» Munzapasa Poccun, dnen Accoruanun MEIUITMHCKIX TeHeTHKOB (AMI).



13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

KongakoBa O.Bb. — K.M.H., Bpau-T€HETUK, 3aBeAylOLIasi OTACJIICHUEM MEIUIIMHCKON T'€HETHKHU
OI'AY «HMMUI] 3popoBbs nereit» MunsnpaBa Poccum, wieH Accolualui MEIUIIUMHCKUX
reHeTukoB (AMI)

KyzenkoBa JIL.M. — mpodeccop, a.M.H., HadaJbHHK l[eHTpa HETCKOW ICHUXOHEBPOJIOTHH,
3aBeAylomIasl OTJEJICHUEM IICUXOHEBPOJOTUM U TMCUXOCcOMaTthuecko maronorun OIAY
«Hay4yHbIl MEOUIMHCKHMIA MCCIECNOBATENbCKAM LIEHTP 310pOBbs nerei» Munsnpasa Poccun,
4jieH ACCOMAINKN MEIUIIMHCKUX TeHETHKOB (AMI).

Kyues C.HU. — un.-xopp PAMH, npodeccop, a.m.H., nupekrop ®PT'BHY «Menuko-reneTndeckuii
HayuyHbld 1eHTp uM. akajgemuka H.IL.boukoBay, IlpesunmeHt Accomuanuu MEAUIIUHCKUX
reHeTukoB (AMI).

JIsamHa A.A. — Bpau-reHEeTUK OTHeJIeHusT MeaumHckon renetuku OI'AY «HMULL 3nopoBbs
neteii» Mun3apasa Poccun, dieH Acconuanuy MEIUIIMHCKUX TeHETHKOB (AMI

MuxaiisoBa C.B. — a.m.H. n1.M.H., 3aBenyromas otaenenueM OI'BY «Poccuiickas Jlerckas
Knunnueckas bonpauma» M3 PO

Hama3zoBa-bapanoBa JI.C., akan. PAH, npodeccop, n.Mm.H., npesugeHt Coro3a mneauaTpoB
Poccun; mact-npesunent EPA/UNEPSA; pykoBogutens HUM nenuaTpuu u oxpaHbl 30pOBBS
nereit LIKb PAH, 3aBemyromas kadenpoil ¢axyabTeTCKOM NeaUaTpuy IeIHaTPHYECKOrO
¢akynbrera ®I'BOY BO «PHUMY um. H.U. IluporoBa» MunzgpaBa Poccuu, riiaBHbII
BHEIITATHBIN IETCKUN CHEIHATUCT 1Mo MpoduiIakTHUYecKoi Menunnae Munsapasa Poccun
Huxonaesa E.A. — 1.M.H., IJIaBHBI HaydHbI COTPYOHHUK, PYKOBOJUTENIb OTACICHUS
HACJECJACTBEHHBIX W BPOXKJICHHBIX 3a00JIeBaHW C HapylieHHeM Tcuxuku Haydno-
MCCJIEI0BATENIbCKOTO KIMHUYECKOT0 MHCTHTYyTa Teauatpuu umeHu akaa. HO.E. BenpTumera
I'bOY BIIO PHUMY wum. H.U. IluporoBa MunzapaBa Poccuu, unen Accouuanuu
MEAUIIMHCKUX TeHeTUKOB (AMI).

IMak JI. A. — n.m.H., Bpau-HeBpoJior, HauanbHUK LlenTpa penkux Oonesneit ®I'AY «HMUI]
310poBbs AeTei» Munsapasa Poccnn

IIymkoB A.A. — k.0.H., BeAyIIH HAYYHBIH COTPYIHUK Ja0OPATOPUNU MOJIEKYISIPHON T€HETUKU
u kieroyHoit Owonorun PrAY «HMUIL 3mopoBbs gereit» MunzapaBa Poccum, uien
Acconuanuu MeTUIIMHCKUX TeHeTUKOB (AMI)

Penuna C.A. — K.M.H., Bpau-TeHETHK OT/ieJIa OpraHu3anuu mMeaumackod nmomomu OI'BHY
"Menuko-reHeTUUECKU HayuHbli HeHTp uM. akaaeMmuka H.I1.boukosa "

CaBocthsinoB K.B. — k.0.H., HavdanebHuk lleHTpa ¢yHIaMEHTANBHBIX HWCCIEIOBAHUA B
nenquatpun PI'AY «HMMUL] 3p0poBbs nereir» MunznpaBa Poccum, uneH Acconuanuu

MEIUIIMHCKUX TeHeTUKOB (AMI).



24.

25.

26.

CenumszsinoBa JI.P. - x.M.H., Benymmii HayuHslii coTpyaHuk HWM nemmatpum m oxpaHsl
snopoBbst neteii [IKb PAH MunuctepctBa Hayku W BhIcmiero oOpa3oBaHusi Poccuiickoi
®denepannn, A0UEHT Kadenpsl neaunatpun U aetckoi peemarosnorun ®I'AOY «llepsoiit MITMY
uM. .M. CeuenoBa» Munszapasa Poccuu (CeueHOBCKHI YHUBEPCUTET)

®egoceenko M.B.- Kk.M.H.,, 3aBeaymouias OTAEIOM pa3paOOTKHM HAy4HbIX IOAXOJIOB K
MMMYHHU3AIUU TMAaIllMEHTOB C OTKJIOHEHUSIMH B COCTOSHMHM 3J0POBbS U XPOHUYECKUMU
0oJIe3HAMU, BEAYIINNA HAYIHBIA COTPYIHUK, Bpau-nieauaTp HWUU nexuarpun n oxXpaHsl 370pOBbS
nereii [IKb PAH MunucrepcTtBa Hayku W BbIciiero oOpazoBaHusi Poccuiickoit denepanuu,
JoueHT Kadeapsl (aKyIbTeTCKOH nenuaTpuu mneamatpudeckoro (akymsrera ®I'BOY BO
«PHUMY unm. H.M. ITuporosa» Munszapasa Poccuun, wien Coro3a neguarpos Poccun

®ucenko A.Il. — n.m.H., npod., mupekrop OPI'AY «HMMUL 3mopoBbs aereit» Mun3zapasa

Poccun

ABTOPBI TOATBEPKAAIOT OTCYTCTBHE (PMHAHCOBOW MOAJICPKKH/KOH(PIUKTa HHTEPECOB, KOTOPBIH
HE00X0IUMO 0OHAPOI0BATh.



[Tpunoxenue A2. Metogonorus pa3paboTKi KIMHAYECKUX PEKOMEH I,

IleneBasi ayauTOpHs JAHHBIX KIMHHYECKUX PEKOMEHIALMIA:
Bpa4yu-IeAUATPHI;
Bpayu OO0ILEH MPaKTUKHU (CEMEHHbBIC BpayH);
BpauU-TCHETUKH,
Bpa4U-IUETOJIOIH;
Bpa4n-HEBPOJIOTH;
MEIULIMHCKHUE TICUXOJIOTH;
neEeKTOIOTH

CTYIEHTbl MeUIMHCKUX BY30B, opAaMHATOpHI, aCIUPAHTHI.

Tabnuua 1.11kana oneHkn ypoBHEW nocToBepHOCTH MoKazaTenbeTB (Y I)nns meronos

JUAarHOCTUKH (,I[I/IaFHOCTI/I‘ICCKI/IX BMeI_HaTeJ'IBCTB)

YA PactmmdpoBka

1 Cucremarndeckue 0030pbI HCCIEIOBAHUN C KOHTPOJIEM pedepeHCHBIM METOJ0M HITU
CHCTEMaTHYeCKHi 0030p pPaHAOMU3MPOBAHHBIX KIMHUYECKHX HCCIEJOBAHUN C
NpUMEHEHHEM MeTa-aHajn3a

2 OTtnenbHbIE MCCIEIOBAHUSA C KOHTPOJEM pepEepeHCHBIM METOAOM WU OTIENIbHBIE
pPaHIOMHU3UPOBAHHBIE KIMHUYECKUE HCCIEAOBAHUS U CHCTEMAaTHYeCKHe 0030phbl
UCCIIeIOBaHM J1I000r0 Au3aiiHa, 3a UCKIIOUYEHHEM PaHAOMU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBaHMMH, C TPUMEHEHUEM MeTa-aHalln3a

3 HccnenoBanust 0€3 TOCIEIOBATENBHOTO KOHTPOJS pePEepeHCHBIM METOJ0M WIIH
UCCIICIOBAaHUS C pEePEepeHCHBIM METOJIOM, HE SBJSIOIMIMMCS HE3aBUCHMBIM  OT
UCCIIEIyeMOTO METOJla MM HEpaHAOMHU3UPOBAHHBIE CPABHUTEIILHBIC MCCIIEIOBAHUSA, B
TOM YHCJI€ KOTOPTHBIE UCCIIeI0BaHUS

4 HecpaBHuTenbHBIE HCCIIEJOBAHUS, OIMCAHUE KIMHUYECKOTO CITydast

5 Nmeercs numib 000CHOBaHME MEXaHU3Ma JICHCTBUS WM MHEHUE 3KCIIEPTOB

Tabnuna 2.111kana oneHkn ypoBHEHW nOCTOBEepHOCTU mokaszatenbetB (Y IJ)mns meTonos

HpO(I)I/IJ]aKTI/IKI/I, JCUYCHUA U pea6I/IJ'II/ITaL[I/II/I (HpO(I)I/IHaKTI/I‘-ICCKI/IX, J'IC‘-IC6HLIX, pea6I/IHI/ITaI_[I/IOHHLIX

BMEIIIATENILCTB)
Y PacmmgpoBka
1 | Cucremaruueckuii 0630p PKU ¢ npumeneHneM meTta-aHanmnsa
2 | Otnensubie PKUM u cucrematnueckue 0030pbl HCCIIEAOBAaHHMM r000r0 au3aiiHa, 3a
nckirouennem PKH, ¢ npumenennem Mera-ananusa
3 | Hepangomu3upoBaHHbIE CPABHUTENIbHBIE UCCIIEIOBAHNS, B T.4. KOTOPTHBIE UCCIIEIOBAHUS
4 | HecpaBHUTENbHBIE UCCIIEOBAHUS, ONUCAHNE KIMHUYECKOIO Clydas WIH CEpUU CIIydaes,
MCCIICIOBAHMSI «CITyYaii-KOHTPOJIb)
5 | Umeercs nump 00OCHOBaHME MeXaHM3Ma JICHCTBHS BMEIIATENbCTBA (HOKIMHUYECKHE




| MccrenoBaHMS) HUTH MHEHHE DKCIIEPTOB

Tabmuma 3.11kana oneHkn ypoBHel yoeaurenbHocTH pekomeHnanuii(YYP) ais metono

npopWIaKTUKK,  JUATHOCTHKH,  JIEYeHHs ©  peabunurtaumu  (IpOPHIAKTHYECKUX,

JUAarHoCTHYCCKHX, J'ICIIC6HBIX, pea6I/IJ'II/ITaHI/IOHHBIX BMCH_IaTeJ'IBCTB)

YVYP

PacimmdpoBka

A

CunbHass pekoMeHmanus (Bce paccMaTpuBaeMble KpUTepHH 3S(PQPEKTHBHOCTH
(MCXOnBI) SABISIOTCS BAXHBIMH, BCE WCCIEIOBAHUS HMEIOT BBICOKOE HIIH
YIIOBJIETBOPUTEIBHOE  METOJOJOIMYECKOE  KauecTBO, WX  BBIBOABI IO
MHTEPECYIOIINM HCXO0/1aM SIBIISIFOTCSL COTIIACOBAHHBIMHU)

VYcioBHas pekoMeHaanus (He BCEe paccMaTpuBaeMble KpUTEpHH dPPEKTHBHOCTH
(MCXOnBI) SIBIISIOTCS BaXKHBIMH, HE BCE HCCIICOBAHMS HMEIOT BBICOKOE WM
YIIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KayeCTBO W/MIM WX BBIBOJBI IO
MHTEPECYIOIINM HCXO0/1aM He SIBIISTIOTCS COTJIACOBAHHBIMHU )

Crnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTEbCTB HAJICKAIIETO KayecTBa (BCe
paccMaTpuBaeMble KpUTEPUU IPPEKTUBHOCTH (UCXOJbI) SBISIOTCS HEBAKHBIMH,
BCE HMCCIICOBAHMS UMEIOT HU3KOE METOOJIOTHIECKOE KAYeCTBO U MX BBIBOJIBI 11O
WHTEPECYIOIINM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

[Topsnok OOHOBICHUS KIIMHUYECKUX PEKOMEHIAITUH.

Mexanu3M OOHOBIICHUS KIMHUYECKUX PEKOMEH MMM MTPEyCMaTPUBACT UX CUCTEMATHUECKYIO

AKTyaJIM3alnio — HE PEIKC 4YEM OAHWH pa3 B TPU roaa, a TakKKe IMpU MOABJICHUHN HOBBIX JAHHBIX C

MO3HUILMH JOKa3aTeIbHOM MEIUIIUHBI 10 BOIIpoCaM JHArHOCTHUKH, JICUCHUA, HpO(I)I/IJIaKTI/IKI/I n

pea6I/IJ'II/ITaI_[I/II/I KOHKPCETHBIX 3360HeBaHHfI, HaJIMYUHA 00OCHOBAHHBIX I[OHOJ'IHCHHIZ/?»&MG‘I&HHIZ K

panee yrBepxkaéHHbIM KP, HO He yame 1 pa3a B 6 Mecses.




Ipuiaoxenue A3. CipaBouHble MAaTEPHAJIbl, BKJIKOYAsi COOTBETCTBHE
NMOKA3aHN K NPUMEHEHHUIO U IPOTUBONOKA3AHMI, CTI0CO00B NPUMEHEHUS U
103 JIEKAPCTBEHHBIX MPEeNapaToB, MHCTPYKIUM MO NPUMEHEHHUIO

JIEKApCTBEHHOT0 Mpenapara

1. IIpukaz Munsapasconpa3zputus PO Ne 185 ot 22.03.2006 roma «O MaccoBom
o0cieI0BaHUY HOBOPOXKICHHBIX JIETeH HA HACIIEACTBCHHBIC 3a00ICBaHUSY,

2. [Tpuxa3 MunucTEpCTBa 3paBOOXpaHEHUsI U coluanbHOro passutuss PD or 16 amnpens
2012 r. N 366H «OO0 yrBepkaenun [lopsiaka okazaHus MeIUATPHUICCKON TTOMOIIIH »

3. [Tpukaz MunucrepctBa 3apaBooxpaHeHus PO «O6 yrBepxkaenun Ilopsaka okazaHus
MEAMIIMHCKOW TOMOIIY OOJBLHBIM C BPOXKIACHHBIMU U (WJIN) HACJICCTBEHHBIMU 3200 ICBAHISIMIN
otT 15 Hos10ps 2012 1. N 9171

4. [Tocranosnenue [IpaBurenscrBa Poccuiickoit @eaepannn ot 9 anpens 2015 roga Ne333
«O06 ytBepxkaenuu IlpaBun ¢dopMupoBaHHsl TMEpeUHs CHEUAIU3HUPOBAHHBIX MPOAYKTOB
Je4eOHOro MUTAHUS AJIS IeTeH-MHBAIHIOB

5. HNudopmanus o iekapcTBEHHBIX cpeacTBax: https://grls.rosminzdrav.ru

7. Mexnynapoanas kinaccudukaiusi Ooje3Hel, TpaBM W COCTOSHUM, BIIUSIONMIUX Ha
3popoBbe (MKB — 10);

8. [Tpuka3z M3 P® ot 20 ngexabps 2012r. Ne 1183n «O0 yTBepxkaAeHUM HOMEHKIATYPHI
JOJKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PaOOTHUKOBY.

9. [Tpuxa3z M3 P® ot 23 uronsg 2010 r. Ne 5411. Enunblii KBanuQUKAIMOHHBIN CIIPaBOYHUK
JOJDKHOCTEH PYKOBOAMTENEH, CHENMAIMCTOB M ClyXalux, pasgen KeanuduxannoHHble
XapaKTEePUCTHKH JTOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpPaHEHUsI.

10. ®enepanbHbiit 3akoH OT 25.12.2018 Ne 489 489-03 «O BHECEHWH U3MEHEHUH B CTAThIO
40 ®depepanbHOro 3akoHa «0O0 00s3aTeNbHOM MEIUIIMHCKOM cTpaxoBaHMM B Poccuiickoit
Oeneparuny u DeaepanbHblii 3akoH «O0 OCHOBAaX OXpaHbI 37J0pOBbs IpaxaaH B Poccuiickoit
®enepanyn» 10 BOIPOCaM KIMHUYECKUX PEKOMEHIALMI.

11. [Tpuxaz Munzapasa Poccun Ne 1031 ot 28.02.2019 r. «O6 yTBep:kIeHUHU MOpsiaKa U
CPOKOB pa3palOTKM KJIMHUYECKHX PpPEKOMEHJAlUHd, HuX MepecMoTpa, TUIIOBOW (opmbl
KJIMHUYECKHX peKOMeHJaluid U TpeOoBaHMH K UX CTPYKType, COCTaBy M Hay4dHOH
000CHOBaHHOCTH, BKJIFOUAEMOH B KIIMHUYECKHUE PEKOMEHIAIlM1 HHPOPMALIUN.

12. [Tpuxa3z Munzapasa Poccun ot 13.10.2017 N 8041 «O0 yTBep)K/I€HUM HOMEHKIATYPbI

MEJIUIITHCKUX YCITYT».


https://grls.rosminzdrav.ru/

13. ITpuxa3z Munucrepcrsa Tpyna u conuanbHoi 3amuTsl PO ot 27 aBrycra 2019 r. N 5851
«O knaccupuKalugax U KPUTEPUAX, UCIOJIb3YEMBIX MPU OCYILECTBICHUH MEIMKO-COLUATbHON
9KCIIEPTHU3BI TPakJaH (elepabHBIMU TOCYIaPCTBEHHBIMU YUPEXKICHUSIMU MEIUKO-COLIMALHOM
SKCIIEPTHU3BIY,

14. IIpukas MuHucTEpCTBa 3IPABOOXPAHEHMS W COLMAIBHOIO pa3Butus Pocculickon
Qeneparun «O moOpsiiKe TPUMEHEHHS JIEKAPCTBEHHBIX CPEICTB Yy OOJBHBIX O >KU3HEHHBIM
noka3zanusiMm» ot 9 asrycra 2005 r. Ne 494

15. Uudopmannonnoe mnucbMo MunznpaBa Poccun 1m0 BO3MOXKHOCTH — 3aKYIKHU
JIEKapCTBEHHOI'O npernapara 1o TOPrOBOMY HAaUMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. [lepeueHs crnennaIM3uPOBAHHBIX MPOAYKTOB JIEUEOHOTO MUTAHUS IS IeTeH-MHBAINUIOB
Ha 2020 ron, Paciopsoxenne [IpaBurensctBa Poccuiickoit @enepanuu ot 11 nexadps 2019 rona

Ne 2984-p

OcHOBHbIE HODMATHBHO-IIPABOBBIE AKThI, PeryJHpYyIoIIHe OKa3aHue

NAJJIMATUBHOM MeIMIMHCKON IOMOIIH

1. @®enepanbHblil 3akoH «O BHeceHuMU u3MeHeHMH B DenepaiibHblil 3akoH «O0 OCHOBax
OXpaHbl 310pOBbs rpaxkaad B Poccuiickoit denepanum» 1o BOIpocaM OKa3aHUs NaJLIMaTUBHON
MeauuuHcKkor momou» ot 06.03.2019 Ne 18-@3.

2. [Tpuxa3z MunsapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372 «O6
YTBEPAKACHUM TOJIOKEHHUSI 00 OpraHM3allMyd OKa3aHUs MaJUIMaTUBHOM METUIIMHCKON MOMOIIH,
BKJIIOUAsl MOPSAOK B3aMMOJCHCTBUS MEIUIMHCKUX OpraHU3aluii, OpraHu3aluil COLMAJIbHOTO
OOCITy’)KMBaHUsI U OOIIECTBEHHBIX OOBEIMHEHUH, HHBIX HEKOMMEpPYECKHX OpraHu3aluii,
OCYIIECTBIISIOIIUX CBOIO JESATEIILHOCTD B Cpepe OXpaHbI 370POBbSI».

3. [Tpuxa3z Munzapasa Poccun Ne 348n ot 31 masg 2019 roga «O06 yTBepKJI€HUU HEPEUHS
MEAMIMHCKUX W3J€IUi, NpeJHa3HAYEeHHbIX JUIS MOJACpKaHUs OPraHOB U CHUCTEM OpraHu3Ma
4eJI0BEKA, PEAOCTaBISAEMBIX I UCIIOIb30BAaHUS HA JIOMY.

4, [Tpuka3z MunznpaBa Poccun Ne 5051 ot 10 utons 2019 roga «O6 yrepxknenuu [lopsaka
nepefaud  OT MEIUIIMHCKOM OpraHu3aluy MalueHTy (ero 3aKOHHOMY IPEJICTaBUTENIO)
MEIUIUHCKUX HW3JeNui, MpeJHa3sHauYeHHbIX Ui TOJIep)KaHUs (YHKUIUI OpraHoB M CHCTEM
OpraHu3Ma 4eJI0BEKa, JJIs UCIIO0Ib30BaHMs Ha OMY IIPU OKA3aHUHU NMAJUIMATUBHON MEAMIIMHCKON
MTOMOLIIH.

S. [Tpuxaz M3 P®D Ne 831 ot 3 oxtsa6ps 2019 roga «OO6 yTBepKII€HUU BEIOMCTBEHHOM

1 (S (53:10) mporpaMmal «Pa3BUTHE CUCTEMBI OKa3aHMs NaJJIMATUBHON MEIUITMHCKON OMOIII.


https://www/

IIpumepsnl GpopMyJIUPOBKH JUATHO30B
0 bonesns «kieHOBOrO cupora»

0 JleininaO3



Ipuaoxenue b. Anropurmsl JeiicTBUSI Bpaya
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Ipuaoxenue b Anropurm aeiicteusi Bpaya npu BKC B nepuona
MeTa00JIMYeCKOro Kpu3a.

[29]

TowHoTa uan pBoTa, OTKa3 oT E,CLbI/CHVl)KeHVIe anneTuTa, Auapea, 1InXopaaka, 1eTaprua NanM Hesposorn4eckme
HapviweHus (HapvLLeHUe CO3HaHWA, roN0BHaA 60/b, aTaKCcUA, AMCTOHUA UK CVAODOTM)

|

- HemeaneHHaa rocnuTannsauma 8 NPOGUAbHLIN CTauMoHap

- MpeKpaT1TL Npuem HaTypanbHoro 6enka Ha 24-484 MaKCUMym

- B nepuopa Ha 24-48 4 nepeBeCcTU Ha MUTaHME UCKNIOYUTENBHO cneuunanvsnposaHHoit BCAA-free nevebHol
cmecbio. Ecm cneumannsnposaHHan nevebHan cMech OTCYTCTBYET B MeAULIMHCKOM y4pexaeHnu, cneayer
MCNONb30BaTb CMECh, NPEAOCTaBNEHHYIO POANTENAMMU

- AHaNM3bI: 31EKTPONUTBI NNasMbl, KLLC, KETOHbI MO4M (MM CbIBOPOTOYHBIN B-ruapokeunbyTupar, ecam
BO3MOXHO), aMUHOKUC/IOTbI KPOBU

- NepopanbHan U/unn NnapeHTepanbHas NPOTUBOPBOTHAA Tepanua (Hanpumep, oHZaHceTpoH 0,15 mr/Kr/po3a)
npu HeobxoaMmocTu

- MeaneHHas 8/8 UHDY3MA PacTBOPOB AEKCTPO3bI C 3NEKTPONUTHBIMU PACTBOPaMM

}

MpU3HaKKM OTEKA rOJI0OBHOIO MO3ra, BK/IKOYAA HapyLUEHWE YPOBHA CO3HAHUA, CYA0poru, HeBpOIlOrVI"IeCKVIﬁ
,u,ed)uu,m WU/N OTEK AMNCKA 3pUTENIbHOIO HEPBA

n

- HemeaneHHan KOHCybTaUMsA peaHumaTonora,
HEBPO/IOra U APYrvMx CNeuuanucToBs No NOKasaHMAM
- MOHUTOPUHT XXU3HEHHbIX MOKa3aTenei
- MPT ronosHoro mosra
- CTaHA,apTHOE NeYeHne OTeKa roIOBHOrO Mo3ra
- 06y aeHMe Bonpoca 0 Heo6XxoAMMOCTH
nposeaeHVa remoauanusa
- YCTaHOBKaA LEHTPaNbHOro BEHO3HOro A0CTyna
- MepgneHHas 8/8 UHOY3MA PacTBOPOB AEKCTPO3bI C
3N1EKTPOIMTHBIMMW PacTBOpamMmn
- B/B MHOY31A UHCYIMHA NPU TUNOTIMKEMUN
- B/B MHOY31A UPOBbIX 3MY/IbCUIA B CTAPTOBOM A03€
1-2 r/kr/cyT

l v

MauueHT cnocobeH ycBansaTb cneuuanmsnposaHHyio BCAA-free neuebHyto cMecb OpanbHO /UK SHTEPAbHO

N
J

- B nepuog Ha 24-48 4 nepeBecT Ha NUTaHUe
MCKNIOYUTENBHO CNeunannsnposaHHoil BCAA-free
NeyebHOI cmecblo NepopasibHo/3HTepanbHO

- CyTo4Has KaopMUIAHOCTb PaLMOHa AO/MKHA BbiTb

- MapeHTepanbHoe NUTaHue
(amuHOKMCNOTHBIE CMecK 6e3 BCAA,
YKUPOBbIE 3MY/IbCUM, PACTBOPbI AEKCTPO3bI)

yBennyeHa Ha 25-50%
VL v

- KOHTpO/b KeTOHOB MouM, KLLIC, 31eKTPOIMTOB NAa3Mbl He pexKe 2 pa3 B CYTKU U MO NOKa3aHUAM

- EXXeJHEBHbI KOHTPO/Ib aMUHOKUC/IOT KPOBU

- Mpuem n3onenumHa v BanuHa B A03UposKe 80-120 Mr/Kr € LeNbio NOAAEPKAHMA UX B NNa3me Bbiwe 200
MKMONb/N

- MOHUTOPWHT 1 NevyeHne ConyTCTBYIOLE NaToNorUmn

BbInucKa NnaumeHTa BO3MOXHA, eC/IN:

- YcBanBaeT nepopasibHoe NuTaHue

- OTpuuaTe/IbHblE KETOHbI MOYU

- YpOBHM aMUHOKUCNOT KPOBU B Npeesiax 40Ny CTUMbIX 3Ha4YeHU




IIpuioxkenue Bl. Undopmanus 15 naumeHTa

Bosie3Hp KJIEHOBOTO cupoma — HacleACTBEHHOE HapymeHne oOmena. Haumbonee
paclpoCTpaHEHO B M30JMPOBAHHBIX MOMYJSALHUAX C BBICOKOM YaCTOTOM POJICTBEHHBIX OpaKoOB.
3a0osieBaHrE MMEET HECKOJIbKO (OopM, BKIIOYAs TSKeNble HEOHATaJlbHbIe M MEHee TsKeble,
KOTOpPBIE MOTYT BIIEPBEIE MPOSBUTHCS B O0JIee cTapiieM BO3pacTe.

Hetu ¢ nonpo3penrem Ha BKC TpeOyroT TmartenbHOro oOcienoBaHus U HAOIIOJCHUS.
CembHu, B KOTOPBIX €CTh MAllMEHThl C YCTAHOBJIEHHBbIM auarHo3oM BKC, nomxHbl npodTu
MEJAMKO-TeHETUYECKOEe KOHCYIbTUPOBAHKE, TaK KaK PUCK MOBTOPHOTO pokaeHust pedenka ¢ BKC
B ceMbe cocTaBisieT 25%.

Metabonuueckne Kpu3bl — Haubosiee ONAcHBbIE JJISl JKU3HU COCTOSIHMSI, BEAYIIHME IpU
OTCYTCTBHH JICYEHUS K HEOOpATUMBIM MOCEACTBHM BILUIOTH JI0 JIETAIBHOTO UCXO/A.

Kpusbl 0OBIYHO MPOBOLUPYIOTCS TaKUMU HEONArompusTHbIMU (aKkTopaMu, Kak
HapyIICHUE JUETHl, NPEHEOpeKeHWe Ha3HAUYCHUSMH Bpaya, BHUPYCHBIE U OaKTepHaJbHbBIE
UHQEKINH, CTPECCOBBIE CUTYAIlUH, TPABMbI M XUPYPTrHUECKHE BMEIIATEIHCTBA, IMOIIMOHAIEHBIC
1 QU3HYECKU HATPY3KH.

[IpenBecTHUKaMKu KpH3a SBISETCS CHIDKEHHE HMOLMOHAIBHOTO TOHYCA, BSJIOCTb,
COHJIUBOCTb, Jaliee peOCHOK OTKA3bIBAETCS OT €Ibl, MOXET OBITh PBOTA, BO3MOXKEH MOABEM
TEMIIEPATYPBI, 0COOCHHO MPH 1e0I0TE MHPEKIIMOHHOTO 3a00ICBaHUSI.

IIpy nmepBbBIX CHMOTOMAX MeTA00JIUYECKOT0 KpH3a HEO00X0AMMO CPOYHO
rocuTAIN3MPOBATh pedeHKa, 10 NpHe3Ja Bpaya CKOPOil NMOMOIIM He3aMeIUTebHO
HAYaTh TePANMIO HA IOMY.

Tepanus na oomy

[Ipn Hanuunu QeOpUIbHON JIMXOPAAKH HUXKE 38,5°C u OTCYTCTBUH TaKMX CHUMIITOMOB
KaK, pBOTa, OTKa3 OT €/1bl U Pa3IMYHBIX HEBPOJOTHUECKUX HApYyLIEHUH MMOKa3aHO MPOJIOJIKEHUE
OCHOBHOM  METa0OJIMYECKOW Tepalud W  MaKCHUMajbHOE OrpaHUYEHHE IOCTYIUICHUS
HaTypaJbHOTO OeNKa ¢ MuIel Ha Cpok A0 12 yacoB (najnee coriacHO PeKOMEHIAIMsIM Bpaya),
TOCTIUTATN3AIHS TTAI[CHTA.

Ipy Hanuduu Temmeparypsl Beime 38,5°C 1ai0T KapONOHWKAIOIINE CPEACTBA, B TOM
yucie, uoymnpogen, B no3e 10-15 Mr/kr/cyTku, MakcUMaibHOE Ha3HAaueHUE Mpernapara 1o 3-4
pa3 B CyTku u He Oosiee yem 30 MI/KT/CYTKH, OOECHEUYHMBAIOT JOCTATOYHOE TMOCTYIJIEHHE
KHJIKOCTH, TIPH 3TOM HUCIIOJB3YIOT PACTBOP TITFOKO3BI U MAaJTbTOACKCTPHH (TIPH UX OTCYTCTBHU —
ClafKUil KOMIOT, Kucenb). Jlo3a W o00beM [eKCTpo3bl JIsi OpajbHOM perujapaTanuu

npezcTaBieHa B Tabu 1 nmpunoxenus B2



HpI/I CTaOUIBHOM COCTOSIHUH ManurcHTa Ha MPOTAKCHUU BCCTO Ha6monaeM0ro nepuona
MMPOJOJIKAIOT IIJIAHOBYIO MCTa6OJ'II/I‘IeCKy}0 TEPAIIHUIO U IIOCTCIICHHO BBOJAT HaTypaJ'IbHBIﬁ 0eJoK

JI0 pa3peuIeHHO HOpMbI B TeueHue 24-48 4acos.

Poputenn nanuenra BKC, a B panpHelilleM M caM HalMEHT JOJIKHBI OBITH OOY4YEHBI
IpaBWJlaM OpraHU3allMd TEpaluud B MEXKIPUCTYNHBIH NEpUOA U B IMEPUOA  YIrPO3bl
MeTa0O0JIMUECKOro Kpu3a.

Y pebenka npu cede Bceraa A0/UKHA HAXOAUTHCS MAMATKA € YKa3aHUEM

HEOTJIOKHBIX Mep()l'lpI/IHTI/Iﬁ B IEPUOA HAYHUHAKIIETOCH MeTa00JINYeCKOro Kpu3sa.

Ipuaoxenne B2. [Ipumep «3KCTpEeHHOI MaMATKI

IJKCTPEHHAS NAMATKA

Buumanue! [lanueHT yrposaeM 1o pa3BUTHIO OCTPOro MeTa00IHYECKOT0 KpH3a,
CBSI3AHHOT'O C HACJIEICTBEHHBIM 3200/ I€BAHHEM.

1. TIpu3Haku 1eKOMIEHCAUN:

-  yrHETEHUE CO3HaHUS,
- BSJIOCTb, C1A00OCTH, COHIIMBOCTE;

- TOSIBJICHUE WIH YCUJIEHUE CYJI0pOT;

- OecCIOKOMHOE MOBEICHHE, IIAKCUBOCTD;
- CIaAKOBATHIM 3amax MOYH/TeNa;

- HN3MCHCHHEC MBINICYHOI'O TOHYCA.

2. Ilokazanus Kk zocnumanu3zauuu:
- IPU3HAKN JE€KOMIIEHCAIIH;

- MHOTOKpaTHas pBOTa, TAapes;

- UH(EKIMH ¢ BRICOKOU JTMXOPAJIKOH;

- 00€3BOKHUBAHUE.

3. Ilnan peiicTBuN:
IIpu moxo3peHnu Ha MeTaA0OIHYECKUI KPH3:
3.1. CyrouHasi KaTOpUHHOCTh pallMoHa yBenuuuBaercs Ha 25-50%.
3.2. YBenuuenue 6enka Ha 120% 0T 0OOBIYHON HOPMBI 33 CUET HUCIOJIb30BAHUS
CHELMATU3UPOBAHHBIX CMECe Ha OCHOBE aMHUHOKHUCIIOT HE COJIePIKALINX JICHIUH.



3.3. Orpannuuth NocTyruieHue jeinuHa Ha 50% win yopaTh MOJHOCTHIO B 3aBUCUMOCTH OT
CTEIECHU MPOSIBJICHUS] CUMIITOMOB Ha 24-484.

3.4. oGecrieynTh YacThle KOPMIJICHHUS! HEOOJIBITUMH TOPLHUSIMHU B TEUCHHE 249acOB.

3.5. Ilpy HaxoXJAEHWU TMalMEHTa JIOMa, YBEIWYUTb MOTPEOJIEHUE YIIEBOIOB JUIS
BOCIIOJIHEHUSI KaJOPUITHOCTU 3a CYET PAacTBOpa JAEKCTPO3bl WM MaJbTOAEKCTPUHA (IIPU MX

OTCYTCTBUHM — CJIAJIKUN KOMIIOT, KUCEIb)

Tabn Nel CooTBercTBHE MEXIYy BO3PACTOM peOEHKa U J030H JEKCTPO3BI JUISi YHTEPATHHOTO
NPUMEHEHUS IPY TOJ03PEHUH Ha METaOOINIEeCKUN KPH3.

[24]
BO3pacT P-p nexcrpo3ssl (%) Ho3a JHo3sa DHeprust
MJT/KT/4 mut/kr/cyT KKaJI/KT/CyT

0-6mec. 15 7,7 183 110
6-12mec. 15 7,0 168 100
1-3r. 20 4,5 110 90

3-611. 25 3,3 80 80
6-1211. 25 2,6 65 65

Wnu 6-1211. 30 2,25 54 65
12-15ner 30 1,8 42 50
>15ner 30 1,6 38 45

* O0wmuii 00beM paznensiercsa Ha 12 nmpueMoB U BBOJUTCA KaXK/Ible 2 yaca.

3.6. [Ipy HEBO3MOXKHOCTHU OCYILECTBIIATH, IOAAEPKUBATh IEPOPAIBHOE KOPMJIEHHUE, YCTAaHOBUTH
Ha30racTPAJIbHBIN 30H].

3.7. [Ipu rociuTanu3anuy B CTallMOHAp, HA4YaTh HENPEPHIBHYI0 HHY3HI0 p-poM 10% aekcTpo3bl
U3 pacueTa: HOBOPOXACHHbIE U NeTH 110 3-X jeT 10-12mr/kr/muH, ot 3 1o 10 net 8-10
Mr/kr/muH, crapue 10 et 5-8 mMr/kr/MuH

3.8 KoHTpoJIb aHATN30B:
- KIIC, a51eKTposInThl, aMMOHMI
- 001IMI aHaJIU3 KPOBU
- OTIpe/IeNIeHe KETOHOBBIX T€J B MOYe
- onoxummuueckuit ananu3 kposu (KOK, AJIT, ACT, rirokosa, OunupyOuH o011, TpsiMOi,
MoueBuHa, kpeatunuH, [ T'T, [, o6muii 6enok, ans0ymuH, C-p0, Kanuii, HaTpuid,
KaJIbIU, XJI0D)
- CIIEKTP aMHHOKHCIIOT U allJIKAPHUTHHOB

4. BeneHue manueHTa Mocje HEOTJIOKHOMN CUTYyalMu:
[IpomomkuTh BBEIEHNE JEKCTPO3BI 10 CTAOMIN3AIMHN COCTOSHUS, IO KOHTPOJIEM TITFOKO3BI
kpoBu, KIIIC, ypoBHs nelilinHa, BanvHa, U30J1€iIMHa B KPOBU

[Ipu xynupoBaHUU CUMIITOMOB METa00OTMYECKON TEKOMIICHCAITUH, CHIDKCHIU N 3HAYEHUH
neiinuHa 10 200MMoute/n y neteit mutaiie S5 set, u 300 MMoJTs/T y eTel cTapiie S JieT, BeeHHe
MIPOJIYKTOB COJICPIKAIINX HATYPAIbHBIA OEJOK M3 pacueTa ¥4 He0OXOIUMOTO CyTOYHOTO 00heMa
B NIEPBBIN JI€Hb, /2 - Ha 2-3-11 IeHb, 74 - Ha 3-4-ii eHb, Janee B MOJTHOM 00beMe






Ipuaoxenue I'1-I'N. IIIkajbl OlleHKH, BOIPOCHUKHU U JIPyIrue OLeHOYHbIEe

HHCTPYMEHTHBI COCTOSAHMA NMALIMCHTA, IPUBECACHHLIC B KIIMHHYC€CKHUX

PEKOMECHIAIUAX

Hpuaoxenue I'l. Cxema MeTad0IHMYECKUX MPOLECCOB, MPUBOASIIINX K
Pa3BUTHIO 00JI€3HU «KJIEHOBOI'0 CHPOIAa»
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Ipuaoxenue I'2 Hopmbl ¢usnoornyeckod mnOTPeOHOCTH B OCHOBHBIX

NUIIEBBIX BelleCTBAX U IHEPIUM JIsl 310POBBIX jJeTel

Ta6auna 1 — Pexomenayemasi HOpMa CyTOYHOTO MOTpedieHus pyu 00JIe3HU KIIEHOBOT'O CUpOMa

(PB.Acosta: Nutrition Management of Patients with inherited Metabolic Disorders, Jones &

Barlett Publishers, 2010)

N3oneiinun | Jleinun Banun benok Kanopuitnocts | XKuakoctu

Bo3spact

MI/KT MI/KT MI/KT (obmr.) Kkan/kr MIT/KT
MAIMCHTOB

/KT

0 —6 mec. 30-90 40-100 40-95 2,5-3,5 95-145 125-160
7 — 12 mec. 30-70 40-75 30-80 2,5-3,0 80-135 125-145
1 -3 roma 20-70 40-70 30-70 1,5-2,5 80-130 115-135
4-8 ner 20-30 35-65 20-50 1,3-2,0 50-120 90-115
9-13 ner 20-30 30-65 25-40 1,2-1,8 40-90 70-90
14- 18 ner 10-30 15-50 15-30 1,2-1,8 35-70 40-60
19+* 10-30 15-50 15-30 1,1-1,7 35-45 40-50

o MY)K‘-H/IHI)I 1 )XCHIIIMHBI BHC IICpHUOaa 6ep€MCHHOCTI/I 1 JJaKTallun

Ta6auna 2 MunuManbHbIl O6e30macHblil ypoBeHb Oenka cormacio FAO/WHO/UNU 2007 B

3aBUCHMOCTH OT BO3pacTa.

Bo3spact | r/kr/cyT
MunaneHis! (Mec.)
1 1,77
2 15
3 1,36
4 1,24
Heru (r.)
0,5 1,31
1 1,14
15 1,03
2 0,97
3 0,90
4-6 0,86-0,89
7-10 0,91-0,92
[Tonpoctku (T.)
11-16 \ 0,88-0,92

Bspocsbie (T.)

Crapiue 16

0,84-0,87




Taomuma Ne3
Pexomenayemast cyrounasi HopMa MuTaTeabHbIX BelecTs i naiueHToB ¢ BKC B ocTpelit
OCCCUMIITOMHBIN Meproy] (CBOHBIC TaHHBIC)

OcTpblii IEpUoT beccumnTomMubIl Tiepros
Oueprus (KKaj/Kr) 120-140 100-120
Kupst (% ot aHEprum) 40-50 % Hopwma st 3mopoBoro

HaCEJICHUS

benok (r/kr) 34 2-35
Jleiinun (Mr/kr) 0 40-100 mg/kg
N3oneiinun (Mr/kr) 80-120 30-95
Baynunu(mr/kr) 80-120 30-95

Ta6auna 4 CpeqHecyTOUYHBIC HOPMBI PU3UOJIOTHISCKUX IMOTPEOHOCTEH B SHEPTHUH IS ICTCH
cornacao FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24okt 2001)

Bospacr (mec.) OHeprus DHeprus
(xkan/kr) (kkaun/Kr) sxeH
MYK.
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
Bospacr (1.)
1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44 4
17-18 50,3 44,1




Hpuiaoxenue I'3 Pacyer nmuranus, XUMHYECKHIN COCTAaB M JHepPreTH4YecKas
LHEHHOCTH JIJI JieTel ¢ 00JIe3HbI0 «KJIEHOBOT0 CHPOIIA)

Tadoauna 1 Cneunajau3upoBaHHbIe MPOAYKTHI HA 0CHOBE AMHUHOKHUCJIOT 0e3 JieluuHa,

M30JIeHIINHA U BaJIHHA™.

HanmenoBanue benok Kup, YrieBojpl, DHepreTu Bo3spact
MPOAYKTA (3kxB.) T r r yeckas MIPUMEHEHUS
[EHHOCTh, KKaJl
Hytpuren 14 14 23 50,4 470 orOmolr.
—val,- ile,- leu
Hytpuren 20 20 18 50,3 443 crapuie 1 r.
—val,- ile,- leu
Hytpuren 40 40 13,1 31,3 401 crapuie 1 .
—val,- ile,- leu
Hytpuren 70 70 0 3,9 296 crapuie 1 roga
—val,- ile,- leu
MSUD Anamix 13,1 23 49,8 466 or0molr.
infant
MSUD Maxamaid 25 <0,5 51 309 crapie 1 T.
MSUD Maxamum 39 <0,5 34 297 crapiie 1 r.
«Milupa® MSUD 2 60 0 12,8 291 Hetn
Primay 1-8 et
«Milupa® MSUD 2 70 0 4.1 296 Hetn
Secunday» 8 — 15 mer
«Milupa® MSUD 3 70 0 42 297 MaIUEHTHI
Advantay crapie 15
TIeT,
B3POCITIBIC
BKJTIOUast
O6epeMeH
HBIX

*- BCe MPOAYKTHI 3apETUCTPUPOBAHBI Ha TeppUTOpuu PD.

O colepoicanue netyuHa 8 npoodyKkmax omaudaemcs eapuadenvnocmoio. Pexomenoyemcs

NnonIbL306aMbC  OOHUMU CnpaeovYHbiMu mamepuaiamu no XumMudeckomy cocmaey
npoOmeoe, maxK KakK 6 pa3Hvblx CnpasovYHuKax OoaHHble Mo2cynt onmauvamscCsl,

0na obnecuenus pacyemos JaeuyuHa 6 NPOOYKMaAx uYeiecooopasno npuMeHams

cmanoapmuvle  mabauyvl, cooepicawjue OaHHble O Koauuecmee NPOOYKmA,
coomeemcmsyroueco 50 me nevyuna (maon. 4).

Tabauna 2 ko3pPpuueHT KOHBEPCHH JIeHIIUHA

['pymnmna npoayKkToB KO3 dUIIUEHT 3ameHa jerHa 6eKoM

DpyKThI

35

1r. 6enxa =70Mr nelruHa




Ogoutn 53
KaprodenpHbie mpoayKThI 66
MoJto4HBIEC TTPOTYKTHI 104
Xneb 81
3epHOBBIE IPOAYKTHI 79
MsicHBIE IPOYKTHI 90

Taoauna 3 - OpueHTHPOBOYHOE KOJIUYECTBO HEKOTOPBIX MPOAYKTOB, COOTBETCTBYIOMIEe S0

MT JIeHIIAHA.,

[TponykThl KomnuectBo benox (1) Jlewiun (Mr)
KopoBbse Mos10KO 15 mn 0,5 50
Kaprodens 60T 1,0 55

Puc 25T 0,6 47
Bbpokkonu 45r 14 o1
Inuaar 20r 0,4 54
Bananebl 55r 0,7 53

Hpuiaoxenue I'4 Pacuer nuerst. [lpumep.

Ipumep Nel:
Bospacr 3 mec, macca Tena 5,9 kr.
Yposens neiinuHa cbiBOpoTKH 1700 MMoItb/t

1.

[TorpeOHOCTH Oenka: 2,5 r/kr Beca=2,5x 5,9=14,751

Jleitinua: 40-100 mr/kr Beca, HO Tak Kak ypOBEHb JIEUIIMHA CHIBOPOTKHU MOBBIIIEH,
ClelyeT YCTaHOBUTH Oosiee HU3Koe moTpedienue neinnna — 40 mr/kr Beca =40 x 5,9
=236 wmr.

Kanopuitnocts: 95 kkan/kr Beca.

1-i1 oram: HeoOXoqMMasi HOpMa MoTpedsieHus Jeinnna 236 Mr/cyT, TPyIHOE MOJIOKO WM
a/IalITUPOBaHHAsl MOJIOYHAsl CMECh COJIepKUT pumepHo 1,2 r 6enka B 100 mi, yto
cooTBeTcTBYeT 124,8 Mr seiinuHa (B 1 r 6eska MOJIOYHBIX POAYKTOB cofepkutcs 104
Mr neitiuHa). EsxxeHeBHBIN 00beM TPYTHOTO MOJIOKA WJTH aJalTUPOBAHHONW MOJIOYHOM
cMecH OyJlleT paBeH:

1248 mr - 100 mn

236 Mr - X M

X =236x100/124,8 =190 (189,1) Ma rpyAHOr0 MOJIOKA WJIU aJalTUPOBAHHON
MOJIOYHOM CMECH.

2-1 7TaIr: exeTHeBHOe 001Ie moTpediienne o6emka 14,75 r, COOTBETCTBEHHO 00beM Oerka
B 190 M1 rpyTHOTO MOJIOKA WJIM aJallTHPOBAHHOM MOJIOYHOM CMECU COCTABUT:

1,2r - 100 mn

X r - 190 ma

X=12x190/100=2,28r

CoOOTBETCTBEHHO, U3 ClieHaIn3upoBaHHON JeueOHoi cmecu MSUD Anamix Infant
pebeHoK JomKeH monyuuth 14,75 1 — 2,28 1 = 12,47 1 Genka (OeIKOBOTO YKBUBAJICHTA).
3-1i aTam: ecnu crienuaIn3upoBanHas gedednass cmecb MSUD Anamix Infant cogepxut
2 1 6enkoBoro 3xBuBanieHTa B 100 mi, To ee HeOOXOIUMBIH 00BEM:

2r - 100 mn




12471 - X MI
X =12,47x 100 /2 =623,5 mx cnenuanu3upoBaHHou ieuebnoit cmecu MSUD Anamix
Infant.

5. Tak e BO3MOXHO MCIOJIb30BaTh TIIFOKO3Y JIJIsl JOCTHXKEHUSI HEOOX0IMMOM

kanopuitHocTH (10 1 rroko3sl = 40 kkai), L-uzoneinud npumeprno 300 mr/cyt (133 mr
W3 TPYJHOTO MOJIOKA WJIM aJallTHPOBAHHOW MOJIOYHOM CMeCH, TOTpeOHOCTh 531 Mmr)

IIpumep Ne2:
3 ropa, Bec 14 kr
1. Tlepenocumas nmoTpeOHOCTH aeiiHa — 40 MI/KT, 4TO COOTBETCTBYET 560 MT JIeHInHA.

Cytounas HopMa notpebnenus 6enka 1,5 r/kr — 21 T.
2. B cpeanem B | rpamme HaTypaibHOTO 6emKa coaepkutcst 70 Mr jaeidnnHa.

560 /70 = 8 r HaTypaIbHOTO OEJIKa.
3. COOTBETCTBEHHO, KOJIMYECTBO OEIKOBOTO SKBHBAJICHTA CIIEIMAIIM3UPOBaHHON cMmecH: 21

-8=13r.
4. KanopuitHocts pannona 80x14= 1120 kxan B cyTku

Hpuaoxenue I'S Pekomenayemoe coaep:kaHue aMUHOKHUCJIOT B IIa3Me KPOBH

AMUHOKHCIIOTA MMOJIB/JT mr/ Hopma (Mmmosis/in)
B (370007131 100-300* 1.3-3.9 50-215
BaJINH 200400 2.3-4.6 85-200
A30JICHIIUH 100-300 1.3-3.9 5-90

*PekoMeniyemMasi MakCHMaslbHast KOHIIEHTpAIlMs B KpOBH cocTaBiisieT 200 MKMOJIb / JT [T MIIAJICHIICB U
netert mianmie S5 met u 300 MKMOJIB / 71 11 IeTei crapiie 5 et

IMpunoxenue I'6. Pa3dpoc kKoHIEeHTPaLMii AMMHOKMCJIOT ¢ pa3BeTBJIEHHOM
LeNbI0 B IJIa3Me KPOBH YCJI0BHO 310POBBIX U NALMEHTOB JAETCKOr0 BO3pacra ¢
BKC

Pas6poc KOHI_ICHTpaI_II/II\/’I AMHWHOKHCJIOT C paSBeTBHeHHOﬁ LCIIBIO B INIA3ME KPOBU YCIIOBHO

3A0POBBIX U MAIIUCHTOB ACTCKOI'O BO3pacTa C BKC

AMMHOKHUCI0TA, MKMOJIB/TI Y CIIOBHO 3710POBBIE JIETH ITarnneHTsl ¢ 00IE3HBIO
«KJIGHOBOT'O CHPOIIa
HN3onennun 26-91 200-12000
Jleiua 48-160 500-5000
Banun 86-190 500-1800
Amoun3oneinua 0-5 72-220

IIpunoxenue I'7. PaciundpoBka npumedanuii

*x

.. — IpemapaT BXOAUT B MECPCUCHL KU3HCHHO HeO6XO,Z[I/IMBIX U BaKHEUIIIHX JICKApCTBCHHBIX




npenapatoB (Pacnopspkenue IlpaButenscta PO ot 12.10.2019 Ne 2406-p «O06 yTBepKaeHUU
MepeYHsl KU3HEHHO HEOOXOJMMBIX M BOKHEWIIIMX JIEKapCTBEHHBIX IpemnaparoB Ha 2020 rox, a
TakKe IepeyHell JIeKapCTBEHHBIX MpenaparoB s MEAUIMHCKOrO MPUMEHEHUS U
MUHUMAJIBHOTO aCCOPTUMEHTA JIEKAPCTBEHHBIX IIPENapaToB, HEOOXOMMMBIX [UIsl OKa3aHUs
MEJIULIUHCKON TTOMOILI

# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HHCTPYKIIUH JICKAPCTBEHHOTO CPEACTBA
MOKA3aHUN OCYILECTBISETCS MO PElICHUI0 BpaueOHOW KoMHCcCHH, ¢ pasperieHus JlokalbHOTo
3TUYECKOI0 KOMHUTETa MEIUIIMHCKON OopraHuzauuu (Ipy HAJIUYUH), C YCIOBUEM MOJIMUCAHHOTO
UH(GOPMHUPOBAHHOTO COTJIACUS POAUTENEH (3aKOHHOTO MPEICTABUTENS) U MallMeHTa B BO3pacTe

crapie 15 ner;



