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Cnucok coxkpameHui

NBA — u3oBasiepruaHoBas aluaeMust
HUMT — ugaexc Maccrul Tea

KIIC — KUCIOTHO-IIEI0YHOE COCTOSIHUE
TMC — tangemMHast Macc-CIIEKTPOMETPHUSL
V3U — yabTpa3ByKOBOE UCCIIEAOBAHUE
IMHC — nentpanbHas HEpBHas cUCTEMa
OKI — sanexrpokapauorpadust

Ox0oKI" — sxokapauorpadus



TepMuHBI U onIpeaeJeHUs

Mera0onnyeckuii KpH3 — KPUTHYECKOE, YIPOXKAWOIIEEe JKU3HU  COCTOSIHME,
CIPOBOLIMPOBAaHHOE  HEOJIArOnpUATHBIMU  (dakTopamMu, OOYyCIAaBIMBAIOIIMMU  YCUJIEHUE
IPOILIECCOB KJIETOYHOro Karabosiu3ma ¢ 0O0pa30BaHMEM TOKCHYHBIX MPOMU3BOJHBIX JEHIMHA U
NPOSIBIIAIONIEECS OCTPO BO3HHKINIEH dHIEdaronarueii, aTakcuel, NpucTynaMu pBOTHI, TOHHKO-
KJIIOHUYECKUMHU CYJOPOTaMH.

I'eMmoauau3 — METO BHENIOYEUHOI'O OYMILEHUS KPOBH, BO BPEMsI KOTOPOT'O IIPOUCXOAUT
yJaJeHue U3 OpraHu3Ma TOKCUYECKUX IPOJYyKTOB OOMEHa BEIIEeCTB, HOpMaIU3alis HapylLeHUH
BOJHOIO ¥ 3JIEKTPOJIMTHOrO OaJaHCOB, NPH 3TOM OYMILEHHE KPOBU OCYILECTBIIAETCS depes
HCKYCCTBEHHYIO MEMOpPaHy C IPUMEHEHHUEM aIllapara «MCKyCCTBEHHAs [T0YKay.

IlepuToHeaqbHBI OHMAJM3 — METOJA BHENOYEYHOIO OYMILEHUS KpPOBH, BO BpEM:
KOTOPOI'0 NPOMCXOIMUT yJNAJ€HUE M3 OpraHu3Ma TOKCHYECKHUX IPOJYKTOB OOMEHa BELIECTB,
HOpMAaJIM3als HapyIIEHUH BOJAHOIO U 3JIEKTPOJIUTHOIO U 0AJIaHCOB, IPU 3TOM OYMILEHUE KPOBU
IIPOU3BOJIUTCS 3a CYET CMEHBI CHELMAIBHBIX PAacTBOPOB B OPIOIIHOM IOJIOCTH, a B KayeCTBE

MeM6paHI>I BBICTYIIACT 6pIOI_HI/IHa nmanucHTa.



1. KpaTrkas nadopmanus no 3a060/1eBaHUI0 WJIH COCTOSTHUIO (TpyIe

3a00J1eBaHUIl UM COCTOSIHUI)

1.1 Onpenenenue 3a00JeBAHNUS M COCTOSIHUS (IPYIINbI 32001€BAHNIT MJIM COCTOSIHM)

N3oBanepuanoBas anuaemus (auunypus) MBA — HaciencTBEHHOE MeETaOOIMYECKOe
3a00JieBaHHe W3 TPYNIBl OPraHUYECKHX aluIeMHii, oOycioBieHHOoe MyTtamuei rexHa VD,
Koaupytomero GepmeHT m3oBanepuia-KoA neruaporeHasy, uTo MPUBOIUT K HEAOCTATOYHOCTH

WK OTCYTCTBHIO €r0 aKTUBHOCTH M HAPYIICHHUIO paciaja JeinuHa [1].

1.2 OTHOJOrNSI W HATOreHe3 3a00J1eBAHMS WJIHM COCTOSSHHNSA (Tpynnbl 3a00J1eBAHMIT MJIH
COCTOSIHMA)

W3oBanepuanoBasi aluueMus — ayTOCOMHO-PEIIECCHBHOE 3a00JieBaHUE, 00YCIIOBICHHOE

MyTalMsIMH TE€Ha MHTOXOHJApHaIbHOrO QepmenTa wusoBanepwi-KoA-geruaporenassr (IVD),
MPUBOJIAIIEE K €ro HEeJOCTATOYHOCTU B TEUEHH, MOYKAX, CKEIETHBIX MbIIIIax, pudpobdiacTax.
Jlokanu3zarus rera IVD - 15q14-g15 [2, 3, 4]. Onucano 6osee 70 mytarmii rena VD, Bemymnmx
K pa3BUTHIO 3a00seBanus [3, 5, 6].

HenocraTtounocts (epMeHTa BeleT K HapYyIICHUIO CHHTE3a 3-METHJIKpOTOHUI-KOA wu3
n3oBasiepui-KoA (mpoaykTsl kaTaboiau3ma JedlnHa), HAKOTUICHHIO B TKaHAX U OMOJIOTHYECKUX
KHUJIKOCTSIX OPraHMYeCKUX KHCJIOT MPOU3BOAHBIX u3oBanepwi-KoA (u3oBanepuanoBoi, 3-
TUIPOKCUM30BAIEPUAHOBOM, 4-THIPOKCUU30BAIIEPUAHOBOM  KHMCIIOT, W30BaJIEPUIKAPHUTHHA
(CS), n3oBanepwiIriniiuH | Jp.), YTO OKa3bIBAET TOKCUYECKOE JEHCTBUE, TIIaBHBIM 00pa3oM, Ha
neHTpanbuyto HepBHyi0 cuctemy (IJHC), medeHb, KOCTHBIH MO3Tr, OOYCIOBIMBACT Pa3BHUTHE
TSDKEJIOr0 MeTabOJIMYECKOro KeToalu/103a, BTOPUYHON rUIepaMMOHMEMUH, TUIIEPTIUIIMHEMUH,
runep-/runornukemMud. CIeICTBHEM BBICOKOH MOYEYHON OSKCKPEIMH H30BaJCpPUIKAPHUTHHA
CIIy’KMT BTOpPHYHAsi HEIOCTAaTOYHOCTh KapHUTHHA (cXeMa MeTabOJIMYECKHUX MPOLECCOB MpHU
W30BaJICPUAHOBOM allMICMUU MPECTaBIeHa B mpuiiokennn A3.2) [4].

B nocnennue ronsl B psjae cTpa, nocie BkimoueHus IBA B mporpaMmy HEOHATalIbHOTO
CKPMHHMHTAa  METOJIOM TaHJeMHOll Macc-cniekrpoMeTpun (TMC), mosBuiach BO3MOXKHOCTb
JTUarHocTuku 6eccuMntoMHon Gopmbl MBA. Onucana Hanbosiee 4acTo BCTpeyaemasi MUCCEHC-
mytanus, 932C>T (p.A282V), xapaktepHas s OeccumntomMHOW ¢opmbl. [lpu ganHOM
MYTaIlM{ YaCTUYHO COXPAHSETCsl aKTMBHOCTH (pepmeHTa. OJHAKO ee BIUSHHE HA KIMHUYECKUH

UCXOJ] 1 HEOOXOAMMOCTh B TEPAIIUU JI0 CHX MOp TUCKyTabenbHbl [4, 5, 7].



1.3 DnuaemMuosa0orus 3a00JJeBaHus WM COCTOSTHNS (IPYNIbLI 3200J1eBAHNI HJIH COCTOSTHHI)

3a0oseBaHUe BCTPEYACTCS B PA3IUYHBIX TOMYJSIHIX. YacToTa cper HOBOPOIKIACHHBIX B
crpanax Espomsl u CIIA mo pasHeiM gaHHBIM coctaBisger 1:60 000 - 1:150 000 [8]. B

Poccuiickoit @denepanuu yactora 3a00J1€BaHUs HE OIIPEIEIICHA.

1.4 Oco0eHHOCTH KOJIHPOBAHUS 3200J1€BAHMS WM COCTOSIHMS (IPYNNbI 3a00J1eBAHUNA HJIN

cOCTOSTHUM) 10 MeXXIyHAPOaHOH CTATHCTHYECKOHN KJaccudukanuy 0oJie3Hed W mpoodJieM,

CBA3AaHHBIX CO 310POBHEM

E71.1 - Ipyrue Buasl HapylieHUs 0OMEHa aMUHOKHCIIOT C Pa3BETBICHHOM IIETIBIO.

1.5 Kinaccuduxanus 3a001eBaHs WJIN COCTOSHNSA (Irpynnbl 32001eBAHNNA UM COCTOSTHHI)

Beigensitor Tpu knmHHYecKHue (Gopmbl 3a00eBaHUSA: OCTPYIO HEOHATAIBHYIO (hopmy,
BcTpeuaercs y 60-70% MalueHToB, XPOHUYECKYI0 HHTEPMUTTHPYIOIIYIO U OSCCUMITOMHYIO [4,

7,9].

1.6 Kananueckasgs KapTHHA 3200J1eBaHMS WJIH COCTOSAHUA (rpyvnnbl 3a00JeBAaHUN MM
COCTOSIHMA)

Knuangeckas KapThuHa UBA BapbUpPYyECT IO TAXKECTU 3a001eBaHnus OT OECCHMIITOMHOM

dbopMBl 10 KU3HEYTPOXKAIOUIETO COCTOSIHUS C Ppa3BUTHUEM TSDKEIONM MEeTa0OoJWYeCKOn
JeKoMIIeHcanuu [7].

NBA MoOkeT mposiIBUTBCA B HEOHATAJIbHOM MEPUOAE B NEPBBIE IBE HEJEIH >KU3HU WJIHU B
MO3JHEM MIIAJICHUeCTBe, daile A0 roja. Jns HeoHaranbHOU (QOpMBI XapaKTepHBI OBICTPOE,
GyIbMHUHAHTHOE TEUYEHHUE, CcolpoBoXkatomeecs cumnromamu yraerenus [IHC, psotoi,
JeTaprueii, OBICTPBIM pa3BUTHEM CYI0por, Komoi Ha ¢one keroanumo3a [4, 10]. Ilpwu
XPOHUYECKON (opMe MPEeBAIUPYIOT CUMITOMBI OTCTaBaHUS B IMCUXOMOTOPHOM U (PU3UYECKOM
pa3BUTUH, CYJIOpOTH, HapylleHHe (YHKIMH TOYeK, IKEeNyJI0YHO-KUIIEYHOTO TpaKTa
(mankpearut) [11,12,13], nanuuToneHUs/HeHTpOTIeHHS/ TpoMOoIuTOTIeHUS [4].

YV nereil, KOTOpbIM TIIOCTABJIEH JWAardHo3 HE B HEOHATaJIbHbIA IMEPUOJ, OTMEYAKOTCS
OTHOCUTEIILHO Heclelnu(puyecKkue TNpU3HAKU OoJNe3HH - 3aJepkka (Qu3udyeckoro u
MICUXOMOTOPHOTO Pa3BUTHs, YMCTBEHHas OTCTaloCTh. KpoMe «3amaxa TOTHBIX HOI»
M30BaJIepUaHOBON KHCIIOTHI, KOTOPBIH OTCYTCTBYET, €CIIM He HabitonaeTcsi meradoinyecKas
JIEKOMITCHCAIIHS, MAJI0 YTO MOMOTAeT MPEINOJIOKUTh 3TOT JAMArHO3 y ManueHTta. [lanueHTsl ¢
xpoHuueckor  (opmoii  O0JE3HM TaKKE TOJBEPKEHBI PUCKY  Pa3BUTHUSA  DIH3070B

MeTa00INYECKOro anuao3a )51 MeTa0O0JINYeCKOM JACKOMIICHCAIIMH, 00BIYHO n3-3a



MHTEPKYPPEHTHBIX 3a00JIeBaHUN WU APYToro (PU3MOIOrHYECKOTo CTpecca, BKIIoUYas rojoJaHue
[15]. OTu ocTpele cOCTOSIHUS MOTYT OBITH OLIMOOYHO AMArHOCTUPOBAHBI KaK JUAOCTHYCCKUN
KEToaln/103 M3-3a TUIEPIIIMKEMHUH, alli03a U OYEBUIHOIO MPHUCYTCTBUS KETOHOB B KPOBU U
Moue. Bo3pact kpu3oB MOXeT ObITh pa3HbIM, Hampumep, y 18-nernero myxuunbl ¢ VIBA, BO
Bpemsi TpeHupoBkH B jarepe ajisi BBC CIIA pa3BuwinCh oCTpasi TOIIHOTA, PBOTA U U3MEHEHUSI
NCUXHYECKOr0 craryca [63]. Y HEKOTOphIX MAIMEHTOB OTMEYAeTCsl Pa3BHUTHUE OCTPOTO
MaHKPEaTHTa, MUEIIONPOIU(PEPaTUBHOTO CHHIPOMA, cuHApoMa DaHKOHU U CEpPIEYHOIN apUTMHH
[15]. ITpu MPT ronoBHOro Mo3ra BbISBJSIFOT HapyIICHHs B 00JacTH OJIEAHOTO Iapa, B MEPHO.T
METabOJIHMYECKOr0 Kpr3a — OTEeK IoJI0BHOro Mo3ra [33].

PanHuMu mnpuszHakamMu MeTa0OIMYECKOr0 KpU3a CIyKaT BSUIOCTh, COHJIMBOCTh WJIH
pa3Ipa)KUTENbHOCTh, OTKa3 OT €/1bl, pBOTA, HapylleHHe MoXoAKHu. [loABIsAOTCSA JbIXaTelbHbIE
HapylIeHUs, Taxukapaus. HeBposiornueckue paccTpoiicTBa IpOrpeccupyroT BIUIOTh O CTyIOpa
WIH KOMBI, OOYCJIOBIIMBAas BBICOKYIO JIETATbHOCTh. TSKECTh COCTOSHUS, TJaBHBIM 00pazom,
OTpeeNseTcss  BBIPAKEHHBIM  METa0OMMYEeCKMM  Keroanmuao3oMm. Yacto  oTMmeuaercs
runoraukemust (okoio 50% nereit), runmepaMMOHHEMUsT, 00E3BOKUBAHHE.

Kpusel  00BIYHO  TPOBOLMPYIOTCS  HEONArONMPUSATHBIMH  (pakTOpaMu,  KOTOpBIE
00yCIIOBIMBAIOT YCHUJICHHE IPOLIECCOB KJIETOYHOIO KaTaboin3Ma ¢ 0O0pa3oBaHHEM TOKCHYHBIX
MIPOU3BOIHBIX JICHIIMHA:

- ipyeM Oeka U JIeHIMHa B KOJIMYECTBE, MPEBBIIIAIONIEM TOJIEPAaHTHOCTh OpraHM3Ma MalueHTa;

- HeJloeJaHue, HU3Kash KaJTOPUIHOCTh pallloHa;

- UHTEPKYPPEHTHBIE PECITUPATOPHBIC UIIH KeNyI0UYHO-KUIIeUHble MH(EKIIMOHHbIE 3a00I€BaHNS;

- hm3uYecKast WK IICHX0IMOITHOHANIbHAS Harpy3ka [5].

[Tpu agexBaTHOM METaOOINYECKON Tepanuy MPOTrHO3 OJaronpUsTHBIN, UMEIOTCS cooOIIeHHs 00
YCHEUIHbIX 0EpEMEHHOCTSX y KeHIIUH ¢ VIBA, B pe3ynbTare KOTOPhIX POJMINCH 3J0POBbIE JETH
[64].

[Tpu muddepeHnnanbHON TUATHOCTHKE y MAIMEHTOB TPYJHOTO BO3pacTa C BBINICOMHCAHHOMN
cumnromatukoi (yraerenne LIHC, pBoTa, cyoporu, 0Tka3 oT €Jbl) CIEAyeT paCCMOTPETh TaKUe
JIUArHo3bl, KaK CEeNCUC, BHYTPUYTPOOHble WH(MEKIUHU, OTpaBJICEHHUE JIEKAPCTBEHHBIMU
npenapaTami, caxapHblii Auaber, sHUEe(aINUT, THIIOKCUYECKUE MOPaXXKeHHUsT HEPBHOW CHUCTEMBI,
HAANOYEUYHUKOBYIO HEJOCTATOYHOCTb.

MHorokpatHas pBOTa M IUIOXas NpUOaBKa B Bece B MIIAJIEHYECKOM BO3PACTE€ MOTYT OBITh
CBSI3aHbI C aJuIepruel K 6eKy KOPOBBETO MOJIOKA WM IPYTUMH MULIEBBIMU aJNIEPTUSMHU.

[Ipy BBIABIEHUU BBIPAKCHHBIX META0ONUYECKUX HAPYIICHUH, TUATHOCTHYECKHHA TOUCK

CYKacTCd N0 psaaa HACICACTBCHHBIX HapyuleHI/Iﬁ oOmeHa BCHICCTB, B HaCTHOCTHU APYTUC (I)OpMLI



OpPraHMYECKHUX auuJeMHi (IPOMMOHOBAas, METHUIMAJOHOBas AalUMUJIEMMH), HACIEICTBEHHBIX
aMHHOAIMIONATHH  ((DEHWIKETOHYpHUsi, OO0JIe3Hb KICHOBOTO CHpOMNA, TOMOIMCTUHYPHS,
TUPO3WHEMHS), HAPYUICHUs IUKJIa CHHTE3a MOYEBMHBI, HAapylICHHE [-OKHUCICHUS KUPHBIX

KHCJIOT, TaJIaKTO3EMHUIO U APpYTHUC.

2. JlnarnocTuka 3a00J1eBaHUS] WM COCTOSTHUSA (TPYNIIbI 3200/ 1€BAHMH WU
COCTOSIHUII), MEIMIIMHCKNE MOKA3AHUSA U MPOTUBONOKA3AHUSA K IPUMEHEHHU IO

METOJ0B THATHOCTUKHU

Huaenocmuxa HMeA ocnosana Ha aunanusze pooOClOBHOU, OYeHKe OAHHLIX AHAMHe3d,
KAUHUYECKUX NPOSAGIEHUL, NOOMBEPHCOAemcs: OUOXUMUYECKUMU Memodamu (MaHoemMHas macc-
cnekmpomempus, AMUHOKUCIOMHbIL AHAIU3, 2A306d51 XPOMAMOSPAPUA-MACC-CREKMPOMEMPUsL)
U MOJIEKYIAPHO-2eHemuyeckum ucciedosanuem cena 1VD.

Heonamanvuasa u pannsas gopma HeA ouacnocmupyemcs Ha nep8om 200y HCU3HU pebeHKd
nymem CceneKmu6Ho20 CKpUHUHeAd, KOMOPbLL NPOBOOUMCS Y MAAOEHYe8 U3 epYNnbl PUCKd U npu

nosigIeHuU Kiunudeckux cumnmomos [14].

2.1 ’Kaa00LI M aHAMHeE3

Ilpu cbope amammesa u dHcanob HeOOXOOUMO 0OpaMUMb GHUMAHUE HA Cledyioujue
AHCANO0bI U AHAMHECUYECKUe COOLIMU.

- OmMSACOWEHHbI CeMelHblll aHamHe3 (Hanuuue 6 cemve nayuenma c¢ HeA, ciyuaes
BHE3ANHOL cMepmu Oemell 8 paHHeM 803pacme)

- 8He3anHoe yxyouleHue cOCMosHus Ha (hoHe noHo2o 300posvs uiu OPBU,

- HapyuweHus 6CKapMIUBAHUSA,

- yacmele cpbleuBanusa/peoma,

- yeHemeHue CO3HAHUSL;

- 8s10Cmb, C1AO0Cb, COHAUBOCD,

- cyodopoeau;

- becnokounoe nogeodetue, NiaKCusoCmb,

- No8blUEeHHOEe NOMOOMOeNeHUe;

- MbliUeyHas 2UNOMOHUS/MbIULEYHBIL SUNEPIOHYC;

—  Henpou380JbHble/HACUILCMBEHHbIE OGUINCEHUSL,

- OCMpbLI/XPOHUYeCKULL NAHKPeamum



HapyuieHue cepoeyHo20 pumma
0Co0bILL 3anax «cvlpay, KHOMHBIX HO2» OM meid
U3MEeHeHUe NCUXUYECKO20 Cmamyca

Hauano zabonesanus 6 oemckom eozpacme mooarcem ObiMb CEA3AHO CO CJZ@O)HOWMMM

Gdaxmopamu:

o ynompebaenue 601bUL020 KOIUYEeCmBEa 6en1Ko80U nuyu

O OnumenvHoe 207100aHUe, HeONPABOaHHble 0SPAHUYEHUs 6 Oueme, HU3KAA KALOPULIHOCTb
nULeB020 payuoHa,

O UHMEPKYPPEHMHble PeCnupamopHvle U  HCENYOOUHO-KUUEYHble  UHDEeKYUOHHDbLE
3a001e6aHUS;

O onepamugHvie BMEULAmenbCmed,

O @usuueckasn unu NCUXOIMOYUOHANLHASL HACPY3KA.

2.2 ®uzukKajIbHoe 00CaAeTI0BAHUE

Hpu ocmompe Heobx00UMo 06pamumb GHUMAHUE HA czzec)yrou;ue OCHOBHblE KJIUHUYecKue

nposierenus [4,5, 9, 15, 16]:

HEeOHaAMmMabHbLI NEPUOO
Cpbleusanus/peoma, OmKas om eovl,
3A0epaHCKa PUuzULecKo2o pazeumust;
3a0epoHcKa MOMOPHO20 PA3BUMUSL,
BA10CMb, COHTUBOCTD,
YeHemeHue CO3HaAHU,
MbIUEYHASL 2UNOMOHUS/ MBIUEYHBLIL 2UNEPIOHYC;
NUPAMUOHbLE HAPYUEHUsL (NOBbLULEHUE CYXOHCUTILHBIX PehIeKco8),
IKCMPANUPAMUOHbIe — HAPYUWEHUs  (DA3IUYHbIE MUNbl  CUNEPKUHE308,  MbIUEYHAS.
OUCMOHU),;
mpemop,
cyoopoau,
0COObLIL 3aNaAX «CHIPA», «HOMHBIX HO2» OM meid
Oemu nepevix jiem Hcu3Hu
INU300UYECKU BO3HUKAIOWAS PBOMA,
3a0epaHcKa NCUXOMOMOPHO20 U NCUXOPEUe8020 PA3GUMUSL,

USMEHEHUE MbIULEYHO20 MOHYCA (MblmellHa}l SUNOMOHUS/ MbLULEYHBLIL eunemeHyc);
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—  nepuoouueckas amaxcus, mpemop;

— cydopoeu;

—  0co0blll 3anax «cvlpay, «KNOMHBIX HO2» OM mead
83pocile

—  0COo0bIlL 3anax «Cvlpay», «KNOMHBIX HO2» OM meid

— U3MEHEHRUe ncuxudeckoeco cmamyca

2.3 JIaGopaTopHbIe JHATHOCTHYECKHE HCCIETOBAHHUS.

. PexoMeHnayercsi nanMeHTaM W3 TPYMIbl PUCKA WM TNPH TOSBICHHH KIMHUYECKUX
cuMnToMoB VIBA mpoBe/icHHE TaHIEMHON Macc-CIEKTPOMETPHH, ISl OTIPENICIICHUS COJICPKAHUS
B IUIa3M€ KPOBH WJIM BBICYIICHHOM TISITHE KPOBH AaMHUHOKHCIOT U AlMJIKAPHUTHHOB
(KomrutekcHOE  OIpe/e/iecHHe KOHIICHTPAMH aMUHOKHCIOT W allWJIKapHUTHHOB B KPOBHU
METOIOM TaHAEMHON MacC-CIIEKTPOMETPUH) C IeJIbI0 YTOYHEH s Auarnosa [7, 17, 19].
YpoBeHb yoenutebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 4)
Kommentapuu: npu HeA wnabaooaemcs nosvlueHue 6 KpoGU KOHYEHMPAyuu
uzosanepunxapuumuna (C5), uyacmo noeviwenvt coomuowenue C5/C2 u umnozoa ypoeens

anuyuna [20].

. Pexomenayercss manuMeHTaM W3 TPYNIbl pUCKA W TPH TMOSBICHUHU KIMHHYECKUX
cumnToMoB VBA KOMIUJICKCHOE OIpe/ieliecHue KOHIICHTPAIUN OpPTaHUYECKHUX KHCIOT
(u30BaniepraHoBas, 3-THAPOKCHU30BAIIEPUAHOBAs  KUCIIOTA, 4-THIPOKCHUU30BaJIepUaHOBas
KHCIIOTa, H30BAJICPHIITIIMIINH) C [ENBIO MTOATBEPXKICHUs nruarHo3a MBA [18].

YposeHb yoenuteqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 3)
KommenTapuu: 3anooospume HeA u paccmompems 6onpoc o nposedenuu TMC credyem 6
cnedyrowux cayyasx [14]:

o nayuenmsl 1100020 803pAcma U3 cemetl, UMerWUX NAYUeHmo8 ¢ OAHHbLM 3a001e6anuem
(6 nepsyro ouepeds, bpamuvs u cecmpol nayuenma),

o Odemu nepevix Hedellb U MeCAYyes HCU3HU, Y KOMOpPbiX NOCie HeKOMOopo2o nepuooda (uHo20d
O0YeHb KOPOMKO20, 8 MeyeHUue HeCKOIbKUX CYMOK) YO081emEopUmenbHo20 COCMOAHUSL NOABUTUCDH
pseoma, omkas om eobvl, 1emapeusi, SUNOMOHU, CYOOPO2U, KOMA, MemabdoaUdecKuil ayuoos,

KeMmOHYpusl,
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o nayueHmsl 1100020 803pACMa ¢ NOBMOPHLIMU NPUCTIYRAMU PEOMbL, 8I0CMIU,
COHIUBOCMU, SUNOTNOHUU, KemOoayuoo3a,

o nayueHmsl ¢ U3MeHeHueM NCUXUYeCcKo20 cmamycd, omcmarwue 8 NCUXOMOMOoPHOM
pazeumui, ¢ Snuiencuetl, HapyueHuem MblUeyH020 MOHYCa, KPOBOUSTUAHUAMU 8 MO32,
myoyaApHOU OUCHYHKYUel, OCMPbIM NAHKPEAMUNMOM.

B moue nayuenmog sviasnsirom nosviuienue KOHYEHMpayuu u308a1epuaso8oll Kuciomaol,
3-eudpokcuu308a1epuano8oll Kuciomel u uzosairepuneiuyuna. Kpome mozo, 6 moue moeym
NPUCYmMCmeos8ams 3-eudpoxcumacisinas, 3-eudpoxcuuzomacisiHas, 2-memun-3-
2UOPOKCUMACTAHAS KUCIOMbL, OMPadcaoujue COCMosiHue Kemosda.

Heobxooumo ¢ ocmoposicHocmvio  omHOCUmMbCs K UHMeEpnpemayuu  OAHHbIX
nokazameneu. B pade ciyuaee nusanoun-KapHUmMuH, NPOU38OOHOE AHMUOUOMUKOS U
KOCMEMUYEeCKUx cpeoCcmes (IMONEHMOB), COOePHCAWUX NUBATUHOBYIO KUCTIOMY, MOdcem Oblmb
owub0uHO NPUHAM 3a uzosarepunxkaprumun npu nposeoenuu TMC obpasya kposu [5, 21, 22].

Takoice noevluleHUsL KOHYEHMPAYUY OP2AHUYECKUX KUCTIOM 8 MoYe (U308a1epuanosotl, 3-
2UOPOKCUUZ0BANIEPUAHOBOU KUCTIOM U U308ANEPUNTIUYUHA U OP.) MOICHO ONPeOeisimb MemoOOM

2a3060u xpomamoecpapuu-vacc-cnekmpomempuu [3, 5, 23].

. [TaruenTaM ¢ BBISBJIGHHBIMH ~ W3MEHEHHUSMHM 10 JAaHHBIM TaHJIEMHOM Macc-
CHEKTPOMETPHUH, XapakTepHbIMU Ui MBA, 11 TOATBEpXKIEHUS [MAarHo3a M MEAHKO-
TEHETUYECKOTO KOHCYJIHTUPOBAHHS PEKOMEHAYeTCsl MPOBOJUTH MOJEKYISPHO-TEHETHYECKOE
UCCIIeIOBaHWE C I1eNIbl0 BhisgBieHHs MyTtaiuii B reHe IVD (Kommiekc wccnenoBaHuii s
JIMarHOCTUKH OpraHuYecKux anuaypuii) [4, 7, 20, 24, 25].
YpoBeHb yoeIUTeILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 3)
KoMmmenTapuu: ¢ nomowpro cmanoapmmuvix MOAEKVIAPHO-CEHEMUYECKUX MemMO008 NPOBOOs
uccnedosanue cena IVD, omeemcmeennozo 3a pazeumue HeA.

IIpogedenue JHK-ouaznocmuxu HOKA3aHO ons NPeHamanbHou unu

APEUMNIAHMAYUOHHOU OUALHOCMUKY NO nokazanusm [26].

J PexomenaoBaHo BceM ManueHTaMm ¢ rnojo3peHueM Ha BA, a Takxke ¢ MOATBEPKIEHHBIM
auarHo3om MBA mpoBecTH UCCleI0BaHHE KMCIOTHO-OCHOBHOI'O COCTOSIHUS JUISI OIEHKH YPOBHS
pH (MccnenoBanue ypoBHs BogopoaHbIX HOHOB (pH) kposu, MccnenoBanue ypoBHs OydepHbIX
BEIIECTB B KPOBM) DJICKTPOJIIUTOB KPOBHU (HATPUH, KAJIUH, XJIOpP) Ui TUATHOCTUKU M KOHTPOJIS
METa0O0JIMYECKOro anua03a, OLEHUTh COJIEpKaHHWE aMMHAaka B KPOBHU, MCCIEIOBAHUE YPOBHS
MOJIOYHOW KUCIIOTHI B KpOBH (JIaKTaTa), TJFOKO3bI B KPOBU, OOHAPYKEHHE KETOHOBBIX TN B MOYE

U B KPOBH C II€JIbI0 CBOEBPEMEHHOU Koppekimu Tepanuu [26, 28, 29, 30].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)
KomMeHTapuu: xapaxmephoii 0coOEHHOCMbIO Op2anuyeckux ayudemutl, 8 mom uyucie u HMeA,
ae1semcsi  mMemaboauyeckull.  ayudo3 ¢ YBeIUYEHHbIM AHUOHHLIM — unmepsaiom (>16),

cunepammoruemus, cunepKemonemusl u KemoHypus, nosbvluleHue jlakmama 6 njiasme Kpoeu.

. Pexomenayercsi mpoBefeHue 00IIero (KIMHUYECKOT0) aHaliu3a KPOBU Pa3BEPHYTOTO
(reMorsIo0MH, KOJIMYECTBO JPUTPOIMTOB, I[BETOBOW IOKa3aTeib, KOJWYECTBO JICUKOIUTOB,
TPOMOOIIMTOB, JIEHKOIUTapHas (HopMyina U CKOPOCTh OCEHaHHS JSPUTPOIUTOB) MAIUECHTAM C
KIIMHUYCCKUMH TIPOSIBICHUSIMA VBA JUIsI OLIEHKM OCHOBHBIX MapaMETPOB KpPOBETBOPEHUS U
HAIINYKs BOCIAIMTEIBHBIX Iporeccos [4, 26, 29].

YpoBeHb yoenurebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeIbCTB — 4)
KommenTapmii: ucciedosanue nposooumcs 6 npoyecce OUHAMU4ECKO20 HAOI00EHUs, Yyacmoma

onpeoensiemcs UHOUBUOYAIbHO.

o PexoMeHnayercsi mamMeHTaM C KIMHWYECKHMMH TPOsSBICHWsMH VIBA mpoBeneHue
OMOXMMHYECKOTO aHalu3a KPOBU OOIIETepareBTHUECKOro (INI0K03a, oOumil 6ok, OenKoBbie
dpakuu (MCCIIeIOBaHUE YPOBHS allbOYMHUHA B KPOBH, OIPEICICHIE aTbOyMUH/TI00YIMHOBOTO
COOTHOIIEHUS B KpOBH), OOIIWH, CBA3aHHBIA W CBOOOJHBIM OWIMPYOMH  XOJIECTEpPHH,
TPUIIIMLEPUIBI, JIUIONPOTEUIbl HU3KOH M BBICOKOH IUIOTHOCTU (MCCIIE€OBAHUE YPOBHS
JUIMONPOTENHOB B KPOBH), LIesnouHas ¢ocdaraza, raMmma-rioTaMuiITpanchepasa, KpeaTUHHUH,
MOUYEBMHA, T[IaHKpeaTHdecKas aMmuiasa, Junasa, ajaHuHaMuHOTpaHcdepasa  (AJIT),
acnaptatamuHoTpancdepaza (ACT), kanpiuil OOMMI W HMOHW3HPOBAHHBIN, HATPUN, KalWH,
Heopranuueckuit  ¢gocpop, C-Pb) Kommnexkc  ucciaenoBaHuil A JIHArHOCTUKU
Kenezone(UIUTHON aHeMHuu  (Kele30 ChIBOPOTKHM  KpPOBM, (DEppUTHH, HCCIIEOBaHUE
JKEJIe30CBSA3BIBAIOIIEH CITIOCOOHOCTU CBIBOPOTKM), AJI OLEHKH (YHKIHMOHAJIBHOTO COCTOSHUS
BHYTPCHHUX OPTraHOB, HAIWYHUS WHQPEKIMOHHBIX OCIOXHEHWH W HYTPUTHBHOTO CTaTyca
nanuenra [4, 31, 32].

YposeHb yoenureqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 4)

2.4 UHCTPYMEHTAJbHBIE TMATHOCTHYECKHE HCCJICTOBAHUS

o PexoMeHg0BaHO MallMeHTaM C KIMHUYECKHMU MMPOABJICHUAMU UBA B OCTpLIﬁ nepuon

W/WIH pu HaJIW4IUun HeBPOHOFquCKOﬁ CUMIITOMATHKU, IMPOBCACHUC HeﬁpOCOHOFpa(I)HH,
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KOMIIBIOTEPHONH TOMOTpauu TOJIOBHOTO MO3ra W/WIM MarHUTHO-PE30HAHCHOW Tomorpaduu
TOJIOBHOTO MO3Ta C IIENIbI0 BBISBICHHUS KOPTHUKAIBHOW aTpOPUU, PACHIUPEHUS KETYJ0YKOB
MO3ra, 3aJep>KKH MUCIMHHU3AINKN, HAPYIIEHUH B 00JIacTH 0a3alIbHBIX TaHTJIMEB, TUATHOCTUKU
oTeka royioBHOro mosra [33, 34, 35].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KOMMeHTapI/II/I: HapK03 U KOHmpacmupoeaHue no NOKa3aHusMm.

. Pexomenayercs mpoBeneHue dnekrpodHiedanorpapun (3317) manuenram ¢ UBA mpu
HaJIM4Ynu HGBpOJIOI‘H‘-IGCKOfI CUMIITOMATUKU OJIsd BBISABJICHUA BHHHGHTHq)OpMHOﬁ AKTUBHOCTHU
(TIp TMAarHOCTHUKE | JaJiee P HAIUYKHE CYI0POXKHOTr0 cuHapoma) [59,67,68].

YpoBeHb yoenureqbHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeNbCTB — 4)

KommenTapuu: ¢ mom yucne 331 ¢ udeomonumopunzom.

o PexoMeH10BaHO TDanMeHTaM C KIMHWYECKUMU MNposiBiieHHaMu VIBA  perucrpanus
AIEKTPOKAPIUOTPAMMBI (BKI), sXoKapauorpadus (OxoKT') c 1EbI0
VCKJTFOUCHUSI/TIOITBEPKICHUS MTATOJIOTUH CEPICUHO-COCYTUCTOI crcTeMsl [36].

YposeHb yoenutebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 3)
KommenTapuii: npu memabonuueckux HapyweHusx co CMOPOHbl CePOeUHO-COCYOUCMOU
cucmemvl Mo2ym HAOII00AMbCA KapOUOMUONAMUS, HAPYULEHUS CePOeUHO20 PUMMA.

. PexomeHnaoBaHo manueHTaMm ¢ KIMHWYECKUMHU NpOsBICHUsAMH MBA  ynbTpa3ByKoBOE
UCCIIEJOBaHNE OpraHoB OpIOIIHOM II0JIOCTH (KOMIUTIEKCHOE) c LENBIO
UCKITIOYCHUS/TIOATBEPKICHUS TIOPaKEHHsI TTOJDKEITy TOYHO# xemne3sl [11, 12, 13].

YpoBeHnb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

° PexomengoBaHa nmaueHTaM ¢ KIMHAYECKUMHU NposABIeHUIMU MBA 10 moKa3aHUsIM
(Mpu HATMYKMK KIMHHYECKUX MPU3HAKOB aTPO(UHU 3pUTEIBHOTO HEpBa/sKaio0 Ha HapyIIICHHSI
3peHusi)- 0(TATbMOCKOMUS C IETBI0 UCKITIOYSHHS/TIOTBEPKICHUS aTpOPHH 3pUTEIHHOTO HEPBa
[3, 37, 65].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

2.5 UHble THATHOCTHYECKHE MCCAe10BAHUSA

. Pexomenayercss ywyactWe B JUMarHOCTUKE W BEACHUWM TNAnUeHTOB ¢ HWBA
MYyJIbTUAUCIUILUTMHAPHON KOMaHIbl CHEIHMATUCTOB B BUAY TOro, uTo 3a0olieBaHUE

XapaKTCPUIYCTCA MOPAKCHUEM MHOI'MX OPraHOB U CUCTEM, Tpe6yeT KOMILJICKCHOM TEpalnunu, 410
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JTUKTYET HEOOXOJUMOCTh COBMECTHOTO BEIICHHS MAIlMEHTAa CIEIHMaIMCTaMH Pa3HbIX mpoduiei
[65].

YpoBeHnb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KovmMenTapum:

Bcem nayuenmam c¢ HeA nposoosmcsa npuemvl (ocmompul) epaua-neduampa/spava-
mepaneema/spaua odwel Npakmuku (cemeuno2o 6pava) (nepsuyHvle U NOSMOpHbIE) Npu
ouazHocmuxe, U 6 OUHAMULECKOM HAOII00EHUU C YeNblo OYeHKU 00uje20 cOCMOoAHUS, NPOBEOeHUs
mepanuu, y4acmus 8 HA3HAYeHUU U NPoeeOeHUU 1eYeOHO-PeadUIUMayYUOHHBIX MePONPUINULL

Bcem nayuenmam ¢ HeA npoeoosimcs npuemvl (0OCMOMPbI, KOHCYIbMAYUU) 6paya-
Hesponoea, 6pava-ncuxuampa (nepeuyHvle U NOGMOPHLIE) ONsl  VIMOYHEHUS MAdIcecmu
nopasicenuss  LJHC,  ncuxuueckoeo cmamyca U  onpeoeieHusi MAaKmuku  Je4ebHo-
peaburumayuonnvix meponpusmui [3, 4, 5, 9,15, 39].

Bcem nayuenmam ¢ HeA nposodsmcs npuemvl (OcmMompoul, KOHCYIbmayuu) epava-
ouemonoca  (nepeuyHvle U  NOGMOPHbIE)  WIU  6pAYA-CEHEeMUKA Ol HA3HAYEHUs
namoeenemuyeckol Ouemomepanuu U oaiee Npu HeoOXOOUMOCMU C Yelblo KOoppeKyuu
ouemomepanuu, 0CywecmeieHusi KOHmpoas 3a eé coonooenuem [4, 9, 31, 39].

Hayuenmam ¢ nooospenuem nHa HgA, nposodumcsi npuem (ocmomp, KOHCYIbmayus)
8paua-eeHemuKa OJisi YCMaHOBIeHUsl OUACHO3A, NAYUESHMAM C YCIMAHOBIeHHbIM OuacHo3om HMeA
U, cembsim, UMeruum poocmeeHnuxos ¢ A - ons nianuposanus demopoxcoenus |9, 27, 37].

IIpu noodospenuu/nanuduu y nayueHma namoaocuy Opeana 3peHusi NPOBOOSIMCs NPUeMbl
(ocmompul, KOHCYIbMAayUU nepsudHble U NOsMopHvle) spaia-opmanvmonoea [3, 9, 37].

Ipu nooospenuu/nanuuuu y nayuenma namoiocuu cepoeyHO-coCYOUCMOU CUCTEeMbl
npoBoosamcs  npuemvl  (OCMOmMPbI, KOHCYIbMAyuu NepeuyHvle U  HOBMOpPHblE) 6payd-
Kapouono2a/épava-oemckozo kapouoinoza [40].

s naanuposanus UHOUBUOVATLHOU PeabUTUMAYUOHHOU NPOSPAMMbBL  NCUXOTI020-
nedazoeuyeckol NOOOEPICKU NAYUCHMAM U UX CEMbIM NPOBOOSIMCS npuem (mecmuposanue,
KOHCYIbMAayust) MeOUYUHCKO20 NCUX002d U lo2oneda-oeghekmonoza (nepsuinsie U nOSMopHbsle)
[9, 39].

Ilpu HeobxoOumocmu 6 npoyecce OUACHOCMUKU U Jle4eHUs Y4yacmeylom opyaue

cneyuaiucmol, 6 m.4., Hanpumep, 6pad-anecne3uonoc-peanumamaoiioe.
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3. Jleuenne, BKJIIOYASI MeINKAMEHTO3HYIO M HEMEIUKAMEHTO3HYIO Tepanum,
AHETOTEpPaANuIo, 00e300/1uBaHHue, MeIMIMHCKNE OKA3AHUA U

NMPOTHUBOINIOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

3.1 KoncepBaTuBHOE JIeUeHHE

Tepanus npu HeA nanpasnena Ha npedomepaujerue memaboIudeckol 0eKomMneHcayuu
(mMemaboauuecko2o Kpu3a), chudxicenue oopazoeanus uzosaiepui-KoA u naxonnenus mokcuuHvlx
Memaboaumos, ¢ obecneueHuem npoyeccos aHaboIU3Ma, HOPMAIbHO20 POCMA U HYMPUTNUBHO2O

cmamyca.

3.1.1 JlueTorepanus

OcHo8HblE NPUHYUNDBL CREYUATUZUPOBAHHOU OUEMOMepanuu 8KIHOYAION.:

O ocpanuueHue OeIKa HAMYPATLHLIX NUWEBbIX NPOOVKMOG C YEeIbl0 C8eOeHUsl K
He0OX00UMOMY MUHUMATbHOMY NOCMYHIEHUE 8 OPeaHU3M AMUHOKUCIOMbL JeUyUuHd.
s Oemeil nepeoeo nomy2o0us JHCU3HU OSPAHUYEHUe PACHPOCMPAHAEMCa Ha
MAamepuHcKkoe MOI0KO, a0anmupoBaHHble MOJLOYHbIE UTU COeBble cMecuU, Oisi Oemell
8MOPO20 NOLY200UsL ICUSHU U CIApule — 3anpenm Ha 66e0eHUe 8 Kauecmee npuKopma
8bICOKODEIKOBbIX NPOOYKMOE (Mscd, pblObl, meopoad, AUy, MOJIOYHLIX NPOOYKMOS,
0606086bIX U M.O.),

O obszamenvHas — Komnencayus — Oeuyuma  beika 3@ cuem  UCNOJb308AHUS
CNeYUuanu3sUPOBAHHLIX ~ CMecell  HA ~ OCHOGe  AMUHOKUCIom — Oe3  Jelyund,
COOMBEMCMBYIOUUX BO3DACMHBIM NOMPEOHOCMAM DeDeHKA 6 OCHOBHLIX NULYEBbIX
sewjecmeax u sHepeuu. B Hauane neuenus u 6 nepuoo memaboiuyecKux Kpuzos 8
meyenue 24 — 48 uacoe (ne Oonee!) ucnonvzoeamv MoNbKO CHEYUATUSUPOBAHHYIO
cMeCh AMUHOKUCIOm b6e3 etiyuna,

O obecneyeHue 00CMAMOYHOU IHEPLEMUUECKOU YEeHHOCMU PAYUOHA OJi NOOOEPAHCAHUSA
npoyeccos aHaboIusMa 1 npedomEpaujeHus AKmusayuy Kamaboiuzma,

O obecneyeHue nayueHma 00CMAMOYHbIM KOTULECNBOM HCUOKOCTIU,

O OpoOHble KopMiaeHUs 0e3 OIUMENbHbIX Nepepbleos B0 usbedcanue 20100aHUs,
0Cc0beHHO Y Oemell 2pYOHO20 U PaAHHe20 803PACMA,

O obyyeHue pooumenell NPAGULAM OP2AHUZAYUU OUEMOMEPANUU 8 MENCNPUCTIYNHbBIL

nepuoo u 8 nepuoo yepo3vl MemaboIuUyecKo20 Kpusd.
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. PexoMeHI0BaHO BCEM IMAIMEHTOM C TOI03peHHEM Ha VIBA OrpaHHYUThH MOCTYIUICHHE
Oenka (B TOM 4YHCIE JIO TMOJNYydYCHUS J1a0OPATOPHBIX PE3YJIBTaTOB, MOATBEPIKIAOIINX
3a00JIeBaHKE) C IO KOPPEKIIUK META0O0INIECKUX HAPYIICHU U MPEIOTBPAIICHUS Pa3BUTHS
metaboarueckoro kpusa [31, 32, 39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)

Kommenrapun: [lockonvky pazeumue memadoiuueckoco Kpuzd Modcem npueecmu K
HeoOpamuMbIM USMEHEHUSIM CO CIOPOHbL HEPBHOLL cucmemvl, npu nodo3penuu Ha MeA credyem
cobpamv buomamepuan 01 NPOBEOeHUs OUOXUMUYECKO20 MEeCMUPOSAnUs U 3amem nepesecmu
NayueHma Ha BCKAPMIUBAHUE C HUSKUM cOoOepicanuem Oenka (MUHUMANbHBIU 6e30NAaACHbLl
ypoeenv Oenka npedcmasien 8 npunodxcenuu A3.4 mabaiuyvr Nel-3) npu smom obecneuums
00CMamoyHoe KoIUYecmseo Kaiopuil ¢ yeivio npedomsepaweHuss Kamaboiusma (MUHUMATbHbILLL
CYMOYHAS KALOPUUHOCMb NUMAaHUs npedcmasiena 6 npunodxcenuu A3.4 maobnuya Nod). s
oemetl Nep8o2o NOIY200UsL HCUSHU NPUMEHSEMCs ePYOHOe BCKAPMAUBAHUE UNU 8CKAPMAUBAHUE
0emMCKUMU  MOJOYHLIMU CMECAMU C HU3KUM codepoicanuem oerxka (1,2 -1,3 2/100 mn
80CCMAHOBNIEHHO20 NPOOYKMa), 05t demell cmapuie 6 mecsiyes - UCKIIOUEeHUe BblCOKOOETKOBbIX
nPOOYKmMos (Msco, meopoe, pvlba) uz payuora. buoxumuueckue mecmol npo6ooamcs 6 meyeHuu
3-7 Ouell, @ MOAEKYIAPHO-2EHeMUYECKUe UCCIe008AHUL MO2YI NOmpehosamsv 0KoJl0 2- 3 Hedelb.
Ilosmomy, HeobXx00UMO umobdvL 8 3Mom nepuood pebeHoK HaxoOUICs Ha HU3KOOENK0BOl dueme.

. PexomengoBano 1ocne TOATBEPXKACHHWSI JUarHo3a BceM manueHtaM ¢ HWBA
orpaHHueHue Oelika HaTypalbHBIX MHUINEBHIX MPOAYKTOB C IIENIbIO CBEIEHUS K HEOOXOIUMOMY
MUHHMYMY TIOCTYIIJICHUE B OPraHWU3M aMHHOKHUCIIOTBI - JICHIIMH C Y4Y€TOM MHHUMAIbHOU
CYTOYHOM MOTPEOHOCTH, C LIENbI0 CHIKEHUS 00pa30BaHUsl TOKCHYHBIX MeTabomuToB [31, 32].
YpoBeHnb yoenuteqbHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Kommenrtapum: [ e 6enxa cooepocum npumepro S0-80 me neviyuna u obecneuusaemcs sa cuem
HU3K00OEIKOBbIX NPOOYKmos (06owell, (pyKkmos, Cneyuanusupo8aHHblX HUKOOEIKOGbIX KPYN U
npooykmos Ha ocHose kpaxmana). Kosgpguyuenm roumsepcuu neuyuna npeocmasieH 6
npunodcenuu A3.5 mabauya Ne2. Cnedyem npuoepicueamuvcs usuoio2uieckoi nompeoHocmu
6 Opyeux amMuHOKUCIOMAX U HeoOXO00UMbIX HYMpUeHmax Oas NpeoynpelcoeHus ux
HedocmamoyHocmu u noodoepxcarnusi anabonusma ([lpunosxcenue A3.4) [9].

benox, neobxooumviii 0ns docmudiceHuss peKkoMeHOyemoll CymouHOU HOPMbl, COOMBEMCMaEYouell
go3pacmy, 001xceH Oblmb o0Decneuen 3a cuem AMUHOKUCTIOMHBIX CMecell, He COOePHCAUUX
netiyun. [lna xaxcooeo nayuenma, ouema paccyumuléaemcs UHOUSUOYAIbHO. Y nayuenmos ¢

peuudueupyiow;ezl CuManMdmuKOIZ, npu bonee uacmolx nU3004X dekomneHcauuu, moacem
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nompebosamucsi 6onee cmpocoe ocpanudeHue nocmynieHus netyuna . OOHako uz-3a 0cooou
PO NIetiYUHA, 3aKTIOYAIOWENCs 8 CIMUMYIUPOBAHUY CUHMe3d OelKd, Npu CMpo2oM 02PaHUYeHUl
JeUYUHA, BO3MOAICHO pazsumue noOOUH020 3hpexma 6 ude nomepu MbLULEHHOU MACCHL U Op

Credyem pasnomepno pacnpeoensimo 0eIK08YI0 HASPY3K) 6 meyeHue OHAL.

B Ilpunoswcenuu A3.7 npeocmaesnen cymouuvlii HaAOOp npooykmos OJisi Oemel
O0OUIKOTILHO20 803PACMA C U308ANIEPUAHOBOU AYUOEMUE.

J [Tocne moaTBEepkACHUS AMArHO3a, MarueHTaMm ¢ VIBA peKoMeHJI0BaHA KOMIICHCAIUS
negunura Oenka 3a CYET MCIONB30BAaHMS CIIEHUMAIM3UPOBAHHBIX CMECEd Ha OCHOBE
AMHHOKHUCIIOT Oe3 JICHIIMHA C [eJIbI0 MOAIepXKaHus HyTpUTHBHOTO cTaryca [31, 32, 39].
YpoBeHb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJILCTB — 4)
KomMmeHnTapuii: 6 nepgvie mecsybl JHCU3HU eOUHCMBEHHBIM UCMOYHUKOM HAMYPAIbHO20 OenKa
CILYHCAM CYEHCEHHOE IHCEHCKOe MOJIOKO UMY 0emCcKue MONOYHble CMeCU, coOepicanue benka 6
KOMopwix He 00axcHo npesviuwiams 1,2 -1,3 2/100 mn soccmanosnennozo npooykma. Cyedcennoe
JHCEHCKOe MONOKO UMW MOJIOYHYIO CMeCb COCOUHSIOM C  HeOOXOOUMbIM — KOIUYECTBOM
CReYUAIU3UPOBAHHO20 NPOOYKMA, PA36E0EHHO20 KUNSAUEHOU 60001 UIU CNeYUAIbHOU 80001 OIS
0emcKo20 NUMAaHUs, npu d9Mom oouwull 06vem NUMAHUs OOJIHCEH COOMBENCMBO8AMb B03DACTLY
nayuenma. Cneyuanuzupo8anuulil NPOOYKmM 000a810m 8 KanicOblil npuem nuyu.

Opeanusayus ouemomepanuu Oemel cmapuie 200a UMeen Cc80u 0COOEHHOCHU.
Konuuecmeo obwezo benka paccuumvléaemcsi UHOUBUOYATLHO C YYEMOM 803PACMA U MACCb
mena pebeHKa 6 cOOmEemcmeuu ¢ 803pACmMHbIMU nompebHocmamu pebenka. Ilepexooums co
CReYUuaIU3UPOBAHHOU AMUHOKUCTIOMHOU cMecU OJisl Oemell Nepeoco 2004 HCUSHU HA CMeCh Ol
demell cmapuie20 803pacma peKoMeHOyemcsi nocmenenHo, 6 meyenue 1-2 neodenv. Ilpodykm
Odaemcs Opodono 3-4 paza 8 OeHb Odemam maaduie2o eo3pacma, 2-3 pasza 6 O0eHb — Oemsam
cmapuezo so3pacma. Cooeparcanue xHcupa 8 oueme 00HCHO bbimb 6 npedenax He menee 30-35%
CYMOYHOU  KanioputiHocmu nuwy. 11asHbIM UCMOYHUKOM JHCUPO8  AGIAIOMCA  PA3TUUHbIE
pacmumenvHble U CIUBOUHblE MONJEHble MAcld. Y2le8o0Hbvlll  KOMNOHEHm  Ouembl
KOMNEHCUPYEemcsl 3a cuem 08owell, (hpyKmos, COKo8, caxapd, a makice KpaxmaiocoOepHcauux
npodykmos. Obujee KOIUUECME0 Y2ne80008 00axcHO obecneyusams 50-60% sHepeemuueckou
YEHHOCTU CYMOYHO20 PAYUOHA.

Heobxooumo obecneuenue nayuenma 00CmamoyHvlM KOJIUYECMBOM HCUOKOCU.

Bo wuzbejxcanue pazsumusi 2unociukemMuy HA3HAYAOMcs dacmvle OpoOHble KOPMAEHUS C
UHMEPBANOM MeAHCOY npuemamu nuwu He boaee 2,5-3 4 6 OHegHoe 8pems U He bonee 4 4 HoubIo.
Kpumepuem s¢ghgpexmusnocmu ouemomepanuu AGIAI0OMCA NOAOHCUMENbHASL OUHAMUKA

KIUHU4YeCKUx CUMNMOMOE, noxkasameieti comeocmasa u OUOXUMUYECKUX mapkepoes
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MemadonU4ecKux HApyweHull 8 Kposu U Moye, d UMEHHO CHUMCEHUe YPOBHs JeliyuHad 8 KPOosU
(nopma 50-160 mxmonv/n), chudceHue codepaicanus 3-2UOPOKCUUZ0BANEPUAHOBOU KUCTIOMDbL
(Hopma <2 mmonv Ha 1 mons kpeamununa) u uzosanepunreruyuna (Hopma <0,1 mmone na 1 monw
KpeamuruHna) 6 moue. Konmponuposams s¢hghexmusnocmo neuenus ciedyem ue peoice 1 pasa 6 6

mecsayes 0iis demetl 00 200a, 0isk cmapuiux oemetl — He pedxce 1 paza 6 200 [9].

o PexoMeHI0BaHO OTpaHUYCHHOE IMOTPEOJICHHE aMUHOKHUCIIOTHI JICHIIUH C YYEeTOM
MUHUMAQJIBHOH CYTOYHOW TIOTPEOHOCTH C MEJIbI0 CHIDKEHUS O0pa30BaHUS TOKCHYHBIX
merabonuToB [31, 32].

YpoBeHb yoenuTeqbHOCTH pexkoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
KommenTapuu:  credyem npuoepocusamocs @Qu3UOL02ULeCKOl nompeoHocmu 8 Opyeux
AMUHOKUCIOMAX U HEOOXOOUMbBIX HYMPUEHMAX OJisi NpeOynpeHcOeHUss ux HedoCmamoyHoCmu u
noooepacanus anabonusma (llpunosxcenue A3.5) [9].

Ilpumensiomea  cneyuanuzuposanwHvle  NPoOyKMbul,  KOMOpbvle 8  HaAcmosujee  8pems
3apezucmpuposanvl 6 PO u exnrouensvl 6 [lepeuenv cneyuanuzuposanHvlx npoOyKmos ie4edHo20
numanus Ol Oemeu-uneanuoos, coenacho Pacnopsowcenuto Ilpasumenvcmea Poccutickoii
Deodepayuu om 7 dexabps 2020 Ne 3242-p.

B nauane nevenus u 6 nepuoo memabonuuweckux Kpuzos 6 meyenue 24 — 48 uacos (ne
bonee!) ucnonvzosams Mmoibko CReYuarUUPOBanHylo cmecob amuroxkuciom (Ilpunoscenue A3.6).
Credyem pasHomepno pacnpeoensimos 0eIK08YI0 HA2PY3K) 6 meyueHue OHsL.

B Ilpunoscenuu A3.7 npeocmaenen cymouuvlii HaAOOp npooyKmos OJsi Oemel

OOUIKOTIbHO20 eo3pacma c M306£Zﬂ€puaH06‘Ol/vl auu()emueﬁ.

o PexomeHn10BaHoO BBOJIUTH MPUKOPM MiajeHIaM ¢ IBA BBOIUTH B T€ e CPOKH, YTO U
3JI0POBBIM JIeTsIM, B 4-5 MecsIeB, C IeNbl0 MO AepKaHUs aIeKBaTHOTO HYTPUTHUBHOTO CTaTyca
[32].

YpoBeHnb yoenuresbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommentapum.: [7aenoe omauuue — omcymcmeue 6 payuoHe 6biCOKODENKO0BbIX NPOOYKMOS
npuxKopma (msco, AUYo, MEOPo2, KUCIOMONOYHblEe NPOOYKmul u m.n.). B 3aeucumocmu om
HYMPUMUBHO20 CMamyca pebeHKa U YYHKYUOHATbHO20 COCMOSAHUS €20 HCeNyOOYHO-KUULEUHO20
Mpakma 6 Kauecmee Nnepeoco NpuKopMa 6vlouparom 060wWHoe nope UlU HUIKOOeIKo8ble

b6e3MoN0uHble Kaulu NPOMbBIUUTIEHHO20 npouaeo@cmea.
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3.1.2 MenukaMeHTO3HOE JedeHue

. PexomengoBano namueHraMm ¢ VIBA Ha3HaueHue #IEBOKapHUTHUHA U H#ITMUUHA™™ 1pU
OTCYTCTBUM MEAMIIMHCKUX MPOTUBONOKA3aHUU [UIsl YCHUJICHHS CBS3BIBAHUS TOKCHYHOTO
U30BaJICpUI-paiKaja, KOpPEKIMH BTOPHYHONW KapHUTHHOBOM HepocTarounoctH [4, 31, 41,60].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Kommentapum: C yenvio ycuneHus ceA3bl6aHUs MemadOIUmMos neuyuna u JauKeuoayuu
KAPHUMUHOBOU HeOOCMAMOYHOCMU NAYUeHMaM Ha3Hadarom Oonvuiue 003bl #1esoKkapHUmMuHa.
Jlemu pannezo ospacma nonyuarom #nesoxapuumun uz pacuema 100-150 me/xe maccol mena 6
cymku 3a 2-3 npuema, oemu 6Oonee cmaputeco eozpacma - 60-80 me/xe/cym. Tepanus
npoBOOUMCsl HenpepvieHo. Bapocivim nayuenmam 0osza neeokaprumuna cocmasasem. 50-100
melkelcym [T1].

#Henuyun**  obnadaem cnocobHOCMbIO  00pPA306LIBAMb  KOHBLIO2AMbBL C  U306AIEPUAHOBOU
Kuciomou ¢ obpazosanuem uzoganrepuneiuyuna. Pexomenoyemas ooza #enuyuna™* 150-250
Me/ke & cymKu nepopaivho. YV Oemell cmapuie2o 603pacma OHA 6 meueHue OJIUMENbHO20
BDEeMEHU MOdCem Ccocmaegiames 6 cpedHem 00 me/ke maccwvl, dHceramenbHoO No0 KOHMPOLeM
YpoeHus enuyuna 6 niasme (yenesgovle snavenus 200—400 mxmonn)

Bspocnvim nayuenmam oosvr #Henuyuna™* 150-300 me/xe/cym, owcenamenvno noo kommponem
ypoens enuyuna 6 niasme (yenesvie snauenus 200-400 mxmons) [Dercksen, M. (2014).
Isovaleric acidemia: an integrated approach toward predictive laboratory medicine. [Thesis,

fully internal, Universiteit van Amsterdam].

. He pexoMeHayeTcsi UCIOIb30BaHUE MPENapaToOB/IIPOJYKTOB, COAECPKAIIMX OCH30MHHYIO
KHCIOTY M €€ IpPOMU3BOJHBIC, CAJIMLMIOBONM KHCIOTHI M €€ IMPOU3BOJHBIX B TOM YHUCIE,

ANETUIICATTUIIUIIOBON KHUCIIOTBHI**

B CBSI3M C MX KOHKYPHPYIOIINM JCWCTBHEM C H30BaJICPHII-
KoA 3a xoubroraruio rimiuHa [42, 43].

YposeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuii: crnedyem ocpanuuums  npuem  OeH30UHOU U CATUYULOBOU  KUCIOM,
KOHKypupytowux ¢ usoeanepun-KoA 3a xowviocayuto enuyuna. benzotinas xucioma exooum 6
cocmag MHO2UX (Ppykmoe u 51200, Cle008amMeNbHO YeeludeHHoe nompeodienue OaHHbIX
NPOOYKMOS, B8epoAmHO, uzpaem poab 6 pazeumuu Kpusos. He credyem ucnonv3osamo

NPOOYKmbl, 6 KOMOpbIX 6 Kauecmee nuwesblx 000a60K (KOHCep8anmos) npucymcmeyom

benszotnas kucioma (E210) u eé npoussoonsie (E209, E211-E219) [42, 43].
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. PexomennoBaHo mnamueHtaM ¢ MIBA mpu Haauuuu BUTaMUHOACHHUIIUTHBIX COCTOSHUMN
MNPUMEHSATh BUTAMUHBl MU BUTAMUHOMUHEPAIbHBIE KOMIUJIEKCHI B BO3PACTHBIX JO3UPOBKAX C
ne4eOHol enbio [44].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapuu: Bo uzbedcanue nposoxkayuu >3NUienmuyeckux Hnpucmynog HoOmponHvle

npenapamosl NPUMEHAIONT C OCNIOPOAHCHOCMBIO.

3.2 Jleuenne B MEePHoa MeTa00JIMYECKOr0 Kpu3a

Ilpu yepoze unu 6 cayuae pazeumus MemabOIUYecKo20 Kpusd JedeHue OO0JHCHO
HAYUHAMbCS He3AMEONUMENBHO.

JleuebHvie meponpusamusi HaAnpasieHvl HA NpeKpaujeHue 00pa3’08aHusi U HAKONJIEHUs.
MOKCUYHBIX OP2AHUYECKUX COeOUHEeHUU U 8bl6e0eHUe UX U3 opeanusma. Takmuka nevenus oemet
68 nepuod Kpusa 6Kuouaem KOppeKyuio Ouemomepanuy, 6vlee0eHue HaAKanIUBaAouuxcs
Op2aHU4eCcKux KUCiom, KOPpeKyuio mMemadoiuyecko2o ayuoosd, UnepammOHUeMuu U 600HO-
INEKMPOIUMHBIX HAPYULEHUL, SHEP2emu4eckyro No00epiCKY U CHUNCEHUs UHMEHCUBHOCMU

npoyeccos kamabonuzma [45].

3.2.1 luerorepanus B HepuoJI MEeTA00JIMIECKOT0 KpHU3a:

° PexomengoBaHa >KCTpeHHas TOCHHUTANW3alldsg MalMeHTOB ¢ VIBA mpu yrpoze wid B
clly4ae pa3BUTHS METabONIMYECKOTO Kpu3a C IeNbl0 HEe3aMEAJTUTENILHOTO IMPOBEICHUS
WHTECHCUBHOU TEPAITUK U MPE0TBPAICHHS )KU3HEYTPOKAIOMINX ocloxHeHui [31,61].
YposeHnb yoenurenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)
KommenTapuu: ¢paxmopul, cnocodmsie cnpogoyuposams memadoiuyeckui Kpu3z:
O npuem nuujesvix O6eiKo8 8 Koauuecmae, npesvlulaoujem moaiepaHmHoCms OpeaHusma
nayuenma,
O HedoeoaHue, HU3KAS KATOPUUHOCIb PAYUOHA,
O UHMEPKYppeHmHble pPeCnupamopHbvle UIU IHCeTYOOUHO-KULULeUHble UHMEKYUOHHbIE
3abone6anus u opyaue axkmopwvi, KOmopbwie nPOSOYUPYIOM Kamaboausm
O XupypauuecKkue eMeulamenbCcmed.
. PexomennoBano BceM manueHTam ¢ MIBA B mepuoj MeTabOJIMYECKOro KpH3a IOJTHOE
UCKJTFOUEHHE U3 TIUTAaHUs MPOJYKTOB Ha OCHOBE HATYPaJbHOTO O€JKa M MEepEeBECTH Ha NMUTAHHE
HCKJIIOYNTENIFHO CMECHIO aMUHOKHUCIIOT O€3 jeiiiinaa, Ho He Ooiiee ueM Ha 24-48 yaca ¢ 1enbio

CHIDKEHHS 00pa30BaHUsl TOKCUYHBIX MeTa0ouToB [61,62].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeJILCTB — D)

KommenTapun: npu nanuuuu cpvieueanuil, pgomsl, OmrKaza om eobl — KOpMAEHUE Yepe3
HA302ACMPANbHbLU 30HO UU 2acmpocmomy (yemarnoska cacmpocmomst) [31]. Cobnrooams
pexcum OpOOHBIX U HACMBIX KOPMIIEHULL ¢ NPOMENCYMKAMU MedHCOY KopMmaeHusmu 2-3 yaca

o PexomengoBano manuentam ¢ MBA B Mera0oiMyeckoM Kpusze OOECHeuuTh
BBICOKOKAJIOPUITHOE MUTAHUSI C I[SJIBIO TIPEAOTBpalleHus kKaTabonu3ma [46, 61, 62].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
KomMmeHnTapuu: suepeoyennocms nuwyu U 6800UMOU HCUOKOCMU HOBLIWLAIOM 34 CYem
UCNONIL30BAHUS PACMBOPO8 0EKCMPO3bl, 2IOKO30NO0IUMEPHLIX PACEOPO8 (MAIbMOOEKCMPUH) 8
00noHeHue K CMeCU Ha OCHO8e AMUHOKUCIIOM, pacyem NPou3s00Umcs UCX00s U3 KAl0pUtiHoCmu

1 2 yenesoooeg = 4 kxan, 1 2 marbmooexcmpuna npupaguusaemcs K 1 2 yeneso0os.

PexomennoBano uepe3 24-48 waca mocie OTMEHBl HaTypalbHOro Oesika (mepuon
MeTa0OJMYECKOro Kpu3a) mamueHTam ¢ MBA TMOCTENEHHO BBOJAUTH MPOIYKTHI, COACPIKAIIHE
HATYPaJbHBIN OCIIOK C IETbI0 MPEIOTBPAIICHUS KaTadoinu3mMa U 00ecrieueHUs] He0OX0AUMbIMU
HyTpueHTamu [61,62].

YpoBenb ybeaurtesibHOCTH pekoMeHaauuii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB —
5)

KommenTapum: 6enxu 66ooamces u3z pacuema % neobxooumoz2o cymoyHoz2o 00vema — 6 nepaulii
oenvb, %> - na 2-3-11 Oenv, % - 3-4-1i densw, danee 6 nornom obveme. cmounukom HamypaibHo20
benka 01 Oemetl NepeviX WeCmu MeCAYes HCUSHU A8NAemcs MAmMeEPUHCKoe MOJLOKO/0emcKasl
MOJIOYHASL CMeCh, 01 0emell 8Mopo20 NOJY200UsL HCUZHU — MAKIHCEe HUZKOOETKO8ble NPOOYKMbl
npukopma, 01 Oemeli cmapuie 2004 - HU3KOOEIKOGble HAMYpAalbHble NpoOyKmsl (Kpynbl,
osowu, (hpykmol, pacmumenvhvle MAcCia) U CREYUAIU3UPOBAHHbIE HUZKODENIKOBble NPOOYKNIbL

HA OCHOB€ KpaAxmajoe,

3.2.2 MeauKaMeHTO3HAs Tepanus B NepHoI MeTa00JIUYECKOr0 Kpu3a:

. PexomeHngoBaHo mainMeHTaM C MeTa0OJMYECKUM Kpu3oM Ha QoHe MBA yBennyuTh
cyrounyto no3y #meBokapautuHa a0 200-400 mr/kr/cytkm (B 3 mpuema) ¢ IeNbl0 yCHICHHS
CBSI3BIBAHMS U BBIBEJCHUS TOKCHYHBIX H30BaIEpUI-paanuKkaiios [5, 46, 47, 72].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB — D)
KommenTapuu: npu memabonuueckom Kpuse, 6 CpeOHeM, HA3HAYAemcs yeeluyeHue

npuHumaemoti 0o3vl 8 2 pasa, yauge 0o 200 me/xe/cym.
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npeonoumumenbHO BHYmMpuseHHoe 6eedeHue npenapama. Ilpu smom mooicem npoucxooums
yeenuyeHue co0epiuHcanus c60O00H020 KAPHUMUHA 8 KPOBU 6blule HOPMATbHBIX 3HAYEHUL, Ymo
paccmampusaemcsi Kak O1a2onpusmmubvlil. Gakmop u He CIAVIHCUM OCHOBaAHUeM OJisl nepepwled

mepanuu.

o PexoMeH10BaHO TAIEHTAM C METa0OJMYECKUM Kpu3oM Ha (oHe VMBA yBeIHuUTH
cytounyto no3y #roumuHa** o 200-250-600 mr/kr/cyTku (3a 4-8 MpueMOB) € IENIbIO YCUIICHUS
CBA3BIBAHMS M BBIBEJICHHS TOKCHYHBIX H30Bajepui-paaukaioB [48,60, https://www. filiere-
g2m.fr/media/attachments/2023/04/27/en_cu_aiv_mai-2022_sc_jdc.pdf].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTeILCTB — D)
KommenTapum: npu memabonuueckom Kpuse, 6 CPEOHeM, HA3HAYAemcsi Yeenudenue
npuHumMaemotl 003wl 8 2 paza, yawe 0o 200 me/xe/cym.

Bovicokue 0o3vl enuyuna npeoomspawaromlcrudicarom Hakonienue u308a1epuaHo8oll KUCI0mbl 6
KpO8U Npu NOCMYNJIeHUlU JetYUHa, a maxxHce NPoOOIHCUMENbHOCIb U MANCECTb CUMNIOMO8 80
8pemMsi UHMEPKYPPEHMHBIX 3a00/1e6aHUI.

YV nayuenmos ommeueno 00303asucumoe ygeiuuerue 6bl6e0eHUs U308ANEPULTUYUHA, NO KPALHel
Mepe, 8 00HOM cooOwenuu ysenudenue 003wl enuyuna ¢ 300 0o 600 me / ke / 0env seca mena
NpU6eno K  CHUJMCEHUI0  BblBeOeHUsl  U308ANEPUNCIUYUHA, — NPEONONONCUMENTbHO — U3-3d

uneubuposanus anuyurom nuyun-N-ayunazor [60].

IIpu ucnonvsosanuu ykasauHou 003bl #enuyuHa™* nosvluieHue e2o YposHs 8 Kposu makice He
A67151emcsi OCHO8aHuem 0nisi ommenwl npenapama. CHudicerue 003l He0OX00UMO NpuU NOAGIEHUU
Heb1azonpuamuo2o d¢ghghekma 8 6ude nNosAGIeHUs Jemapeuu U AmaxKcuu, 00YCl061eHHbIX
UPE3MEPHLIM HAKONJICHUEM STUYUHA, CHUINCEHUEM IKCKPeyuu U308ANePUNTUYUHA BCLeOCMEUE

uH2M6up060H1/lﬂ ZJZZ/IZ/;MH'N'CILIM]ZQS’bl.

o PexkoMeHn10BaHa KOPPEKIHS META0OIMYECKOTO AIM103a IMAlMEHTaM C METabOINIECKUM
Kpu30oM Ha poHe MBA ¢ 11e1p0 MUHUMU3AIIMU PUCKOB Pa3BUTHSI KPUTHUECKOTO COCTOSTHUS [45,
49].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
KomMmeHTapum: 015 koppexkyuu memadoauiecko2o ayuoosa ucnoav3ylomes pacmeopvl Hampus
euopoxapoonama™* (koo ATX — B05XA), #Kanus xnopuo+Hampusa euopoxkapbonam+Hampus
xnopuo. Hampusa euopoxapdoonam™* npumensemcs 6 euoe 8,4% u 4,2% pacmeopa 0ns

yooocmea nepepacuema ua mmonb NaHCO. Eeo 0o3zuposka (Mmonw) onpedensiemcsi no
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¢opmyne: (-BE) x macca mena (xe2) X 0,3. Kpome moeo, nayuenmam pekomeHOyemcs weilouHoe
numve — pacmeop coovl u3 pacuema Y>-1 yainas noocka Ha 200 mn 600wl wenoyHvie
MUHepanvhvle 800bL.

B 3asucumocmu om msicecmu cocmosinusi Kaxcovle 6-12 uacoe KoHmpoauposams noxkazameu

KUCJIOMHO-OCHOBHO20 COCMOAHUA KPOBU, YPOBHA HAMPUAL U KATUSl 6 KDOBU.

o PexoMeH10BaHa KOPPEKIIHSI TUTIOBOJICMHH MMAIMEHTaM ¢ METa0OIMYECKUM KPHU30M Ha
¢done UBA c 11e/1b10 MUHUMHU3AIMHA PUCKOB Pa3BUTHUSI KPUTUYECKOTO COCTOSHUS
[https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_aiv_mai-2022_sc_jdc.pdf].
YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
KommenTapum: moeym npumensmovca Hampus nakmama pacmeop croodcuwiii  [Kanus
xnopuo+Kanvyusa xnopuo+Hampus xnopuo+Hampus nakmam]**, uiu nampus xnopuo** 0,9%
u3 pacuema 10 mn/xe (maxcumanvro — 0o 500 mn), ¢ nepuoduueckol nepeoyerKoll CoOCMosHUs.

. PexomeHnaoBaHo nanueHTaMm ¢ MeTab0OIMYECKUM KpU30M Ha (hoHe VIBA BHYTpUBEHHOE
BBEJICHHE PAacTBOPA JEKCTPO3BI™ * 10 KOHTPOJIEM €€ YPOBHS B KPOBH IPU Pa3BUTHH
METa0O0JIMYECKOTO KPU3a, a TAK)KE PACTBOPOB LIS MAPEHTEPAILHOTO MUTAHUS U HHCYJIUHA U €TO0
aHasnoroB (A10A) mpu HEOOXOIUMOCTH, C IIEJIbIO BOCIIOIHEHUS YJHEPTeTUYECKUX MOTpeOHOCTEN
U MIPEOTBPAIICHHS Pa3BUTHS HEBPOJOTHUYECKUX Hapyiienuit [28, 29, 30, 45, 46, 49,61,
https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_aiv_mai-2022_sc_jdc.pdf].
YpoBeHnb yoenureqbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapum:  Buympugennoe  ggedenue  pacmeopa  O0eKCmpo3ul™™  u3z  pacuema:
HOo80poJicOeHHble U demu 00 3-x nem 10-12me/xke/mun, om 3 0o 10 nem 8-10 me/xe/mun, 10-14
nem 5-8 me/ke/mun., cmapute 14 nem — 4me/xe/mun. Ilpu chudicenuu 2noxo3vl Huxce 2,5 MMOIb/
8 KpoBU HeoOX00umMo eHympugennoe cmpytinoe ggedenue 10%-25% oexcmposvl™** uz pacuema
2-3 Ma/Kke, Oanee nepexooam Ha eHympuseHHoe KkanenavHoe ggedenue 10% dexcmpo3vl **

C yenvlo obecneyeHusi OOCMAMOYHOU KALOPUUHOCMU U NPEOOMBPAULeHUs UPe3MEPHOL
euopamayuu U 2eMoOUNIOYUL, B03MONACHO 86e0eHUE PACMEOPO8 01 NAPEHMEPATbHO20

NUMAHUSL - TURUOO8 (HCUPOBLIE IMYIbCUU OISl NAPEHMEPAIbHO20 NUMAHUA™>) do 2 2/ke/cymku
(0,4 ma/ke/uac (22/ke/cym) 20% p-pa oemsm 0-24 mec, ¢ 2 nem u é3pocivim — 0,3 ma/ke/uac
(1,52/ke/cym))

Heomnoocnyio enympueennyo mepanuio cieoyem HAYUHAMb KAK MOJICHO paHvlie npu 6ofee
MANCENLIX COCMOAHUSAX, C BbICOKOU MEeMNepamypotl, No8MopsAouetcss peomou Uiy maxicenblm

cacmpoIHmepumonm.



24

Pacmeopur ona enympusennvix ungysuii, codepacawue 10% oexcmposzy™* (uiu bonee)
cedyem UCnonb308ams 0axce Npu HOPMAIbHOM YPOBHe 2loK0o3vbl 6 Kposu. Eciu y nayuenma
PA36UBaemMcsl 3HAUUMENbHAS SUNEPIuUKeMuss (Hanpumep, YpoeHb 2I0K03bl 8 Kposu 6oabuie 250
Me/On) ¢ enoKosypuel U UMeomcs NPUHAKU Memaboauyeckol 0eKoMneHcayuu, mo ciedyem
paccmompems — B03MOJICHOCHb — HAYAAA — UHDY3UU  UHCYAUHA  (HUHCyIuH — pacmeopumbiil
(wenoseyeckull 2eHHO-UHICEHePHbLL) **) emecmo cHudiceHuss cKopocmu UHQY3uu 0excmposol **,
cnocobcmsys  anabonruveckomy cocmosuuro. Hauanonas o0oza ona  ungysuu #Huucyrunma
PACMBOPUMO20  (HeN08eHeCK020 2eHHO-UHJICeHepH020)** cocmasnsiem 0,01 ME/ke/mun [45].
VYposenv uncynuna credyem mumposams, umobbl noOOepHCUBANb YPOBEHb 2NHOKO3bl 8 KPOSU
medncoy 100 u 150 me/on.

Cnedyem ommemumsv, umo uH@y3us 0Oonee KOHYEHMPUPOBAHHO20 — PACMEOPA
dexcmposvl** (15-25%) npu 6onee HU3KOU cKopocmu UH@Y3uU NOCPEOCMBEOM YEHMPATbHO2O
Kamemepa Modicem nompedo8amvpcsi npu He0oCmMamoyHou cepoeunou Gyukyuu. Kpome moeo,
cedyem coon00ams 0CMOPOICHOCIb NPU NPEKPAUeHUU BHYMPUBEHHOU UHDY3UU - HeOOXOOUMO
MEONEHHO CHUIHCAMb CKOPOCMb, YMOObl U30eHcams COCMOAHUSA PeaKMUBHOU 2UNO2IUKEMUU.

. PexomengoBano nanuenTam ¢ MIBA nononHuTenbHas MEJUKAMEHTO3HAs KOPPEKLUS IIPU
ypoBHe ammuaka B KposH Bbime 100-200 MxMomb/i1 (17151 1eTeld U B3pOoCIibiX) U Bhiie 150

MKMOJIb (,Z[J'ISI HOBOpO)KI[eHHBIX) C LICJIBIO BBIBCACHU A HM30BITOYHOI'0 KOJIMYECTBA JaHHOI'O

merabomura [45,61, 72].

YpoBeHb yoenuteqbHOCTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapumn:

npenapamul, CROCOOCMEYIOWUE INUMUHAYUY AMMOHUSL

KApenymMoeds KUCI0ma nepopaibHo Uil yepe3 Hazoeacmpanvhbiiii 3010 100 me/ke éeca paszoso,
3amem — noooepaicusarouyas 003a 0o 250 me/ke/cym (6 cpednem, 50 me/ke/6 uacos) [12].

UIU, NPU HEBOIMONCHOCIIU NPUMEHEHUSL KAPSTLYMOBOU KUCTIOMDBL:

benzoam nampus (6 Hacmosiwee epemMsi 3apecUcmpo8an Kak OUONI0SUYecKy aKkmueHas 000aeKa),
u3 pacuema 250 me/xe/cym (maxcumanvro 0o 500 me/ke/cym, ecau macca mena npegviuiaem 20)
ke 0o 5,52/m?*/cym) [45, 69, 70].

B 3asucumocmu om msascecmu cocmosHus Kaxcovie 6-12 uacos KOHMpoauposams ypoGeHb

ammuaxka 6 Kpoeu.

. PexomengoBaHo namueHTaMm ¢ MeTaboIM4eckuM KpuzoM Ha (oHe VBA mnpoeneHue
KOHTpOJIS TIOKa3aTeseld o0mero (KIMHHYECKOT0) aHalu3a KPOBU pa3BEepHYTOro, odmiero Oelnka,

aJ'IB6yMI/IHa, TJIFOKO3bI, KEJIC3Aa, J'IeﬁL[HHa, NIAOAHA, HW30BAJICPUIIKAPHUTHUHA U CBOGOI[HOPO
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KapHUTHHA, MMapaMeTpbl KHCIOTHO-OCHOBHOTO cocTosiHus kpoBu (KomriuiekcHoe ompenerneHue
KOHIICHTPAallMM Ha aMUHOKHCIOTHI M AalWJIKAPHUTUHBI B KPOBU METOAOM TAaHJIEMHOH Macc-
cnekTpoMmerpur, KoMIulekcHOe ompeneneHne Ccoaep)kKaHus OpPraHWYeCKHX KHCIOT B MOYe
METOZIOM TaHJEMHOH Macc-ClieKTpoMeTpuu, VccienoBanue ypoBHS BOAOPOAHBIX MOHOB (pH)
kpoBH, HMccienoBanue ypoBHs Oy(epHBIX BEUICCTB B KPOBH, JJIEKTPOJIUTOB KPOBU (HATPHIA,
KaJMid, XJIOp), COJEpKaHHE aMMHaKa B KpoBH, MccienoBaHue ypoBHS MOJIOYHOM KHCIOTHI B
KpOBM (JlaKTaTa), TJIOKO3bI B KpoBH, KOMIIJIEKC HWCCIEeAOBaHUN Ui JAMAarHOCTHKH
Kene301e(PUIUTHON aHeMUH (JKelle30 CHIBOPOTKH KpPOBH, (DEeppUTHH, KeIe30CBI3bIBAOIICH
CIIOCOOHOCTH CHIBOPOTKH), McciemoBanue ypoBHsi obOmiero Oenka B KpoBH, MccinemoBanme
ypoBHs anbOymuHa B KpoBH) [4, 19, 29, 30].

YpoBeHb yoenutebHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
KomMmeHTapum: 6 npoyecce KOMNIEKCHO20 JeYeHuUss NPOBOOSM ONpeoeieHue COOepHCaHUs 3-
2UOPOKCUUZ0BANEPUAHOBOL KUCTOMbL U U308AIepuleiuyuna ¢ move. Kpamunocms npoeedenus
AHAU306 3a6UCUM OM COCMOSIHUSL pPeOeHKA, HO 68 Nepuod UHMEKYUOHHBIX 3a001e8aHUll,
Memadoauiecko2o Kpuza onpeoeieHue aMUHOKUCIOM U KAPHUMUHO8 0CYuWecmsisaom He pece |
paza 6 7-10 Owneil, uccredoganue KUCIOMHO-OCHOBHO20 COCMOAHUSL — eHCeOHEBHO OO0
cmabunuzayuyu nokazamenel. YpoeHu amMuHOKUCIOM 8 Kposu HA (oHe jiewenus OO0NICHbL Oblmb
NPUOIUICEHBL K PehePeHCHbIM 803DACMHbIM 3HayeHusm. Tlokazamensy enuyuna modxcem Ovimb
YMEPEHHO NOBbIULEHHBIM.

CHudicenue yposHs 2emo2nobuna, skcenesa, ooujeco benka, arbOyMuna u amMuHOKUCIOM
VKaszvleaem HaA HeOOCMAmouYHOCMb HYMPUMUSHOU NO00ePI’CKU. YMeHblueHUue Cco0epicanus
C80000H020 KAPHUMUHA, 2IIOKO3bl, MeHOeHyus K cHudxcenuio pH kpoesu, degpuyumy ocrosanuil,
HApacmaHue  COOepHCaHusi U30BANEPUIKAPHUMUHA 6 KPOBU, MOYeBol IKCKpeyuu  3-
UOPOKCUUZ0BANEPUAHOBOL KUCTOMDBL, U08ANEPUNTUYUHA, 3-CUOPOKCUMACTAHOU KUCIOMbL —
Hebnazonpusimuvle 1a060PAMopHble NPUSHAKU, CEUOEMelbCmeYIowue 0 Hadale pa3eumus

Memaboauyeckoco Kpusa.

o PexoMeHI0BaHO OCYIIECTBIISTH KOHTPOJIb HYTPUTHUBHOTO CTATyCa C KOPPEKIIUEH TUETHI
B 3aBHCUMOCTH OT COCTOSIHHSI MAIl€HTa W €ro TOJIPAHTHOCTH K OENIKY C IeJIbI0 YCTpaHEHUS
katabosmsma [4, 9, 32].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
KommeHnTapuu: xommponv gaxmuueckoeo numaHus (XUMUYECKO20 COCMA8A payuona) O

npeoynpextcoeHuss pazeumus O0eqUYUMHbIX COCMOSHUL NPOBOOAmM Y NAYUEHMO8 8  Nepuoo
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Memabonu4ecko20 Kpuza — edxiceOHesHo, y Oemell nep8ozo 200a JHCUsHU - He pedce 1 pasa &

Mmecay, y nayuenmos cmapute 1 2o0a— 1 paz 6 3 mecsaya.

3.3 Unoe Jeuenue

. PexomMeHn10BaHO sl TALIMEHTOB B COCTOSIHMM OCTPOTO METa0OJIMYECKOro Kpusa, MpHU
OTCYTCTBUM OBICTPOH IMOJIOKUTEILHOW peaklMi Ha MHTEHCUBHYIO TEpPAIUIO, COXPaHAIOIIEMCS
KETOAlUA03¢ U TUIEPAMMOHUEMHH, C IeNblo Oosee 3((EeKTUBHOTO BBIBEICHHUS TOKCHYHBIX
MeTabOoJIMTOB MPOBEACHUE IEPUTOHECATLHOTO IMANIN3a Wi remouanusa [49, 55].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)

KOMMEHTapI/II/I: Pewenue NPpURUMAEeMCs KO1e2uadjlbHO KOHCUIUYMOM 6paqeﬁ cneyuanucnoes.

4. MeauuuHcKasi peadMIMTALMS M CAHATOPHO-KYPOPTHOE Je4yeHue,
MeJIMIUHCKHE TOKA3aHUA W NPOTHBONOKA3AHUS K INPHMEHECHUI0 METOI0B
MEIUIUHCKON peaduIuTAllii, B TOM 4YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUN

NPUPOAHBIX JIe4eOHbIX (PAKTOPOB

. PekomeHnmoBaHO  TpOBEeNEHHE  TICHUXOJOTMYECKOW  TMOAJNCPXKKH W OOydeHHS
POIMTENICH/3aKOHHBIX — MPEJICTABUTEIICH/TIAUCHTOB ~ MPAaBWJIaM  OpPraHU3allid [OMOINU |
JMETOTEepanuy B MEKXIIPUCTYITHBIA NEPUOJT ¥ B IEPUO YTPO3bl METAOOINYECKOTO KpH3a C LIEJbI0
MHHHAMH3AIUU PUCKOB OCJIOKHEHUI U OKa3aHHs CBOEBpeMeHHO oMoty [39].

YposeHb yoenurenbHocTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)
KommenTapuii:  pooumenu/3axonnvie  npedocmasumenu/nayuenmol — OOAHCHbI  ObIMb
UHGOPMUPOBAHLL O Xapakmepe U MsHCeCmu 3a001e8aHUsl, NOCIeOCMBUIX NPU HEGbINOJIHEHUU
8paueOHbIX HaA3HaYeHull. Y pooumeneti/3aKOHHbIX Npedcmagumeneli/nayueHmos ce20a 00JIHCHA
Oblmb NAMAMKA C YKA3AGHUEM HEOMIONCHbIX MEPONPUAMULL 8 Nepuood yepo3vl U pa3eumus

Memaboauyeckoco Kpusa.

5. IIpodunakTka U AUCIAHCEPHOE HADII0IeHH e, MeIMIUHCKUE TIOKA3aHUS U

MPOTHBOINOKA3aHUSA K IPMMEHEHHUIO MEeTO10B NPOPUIAKTHKH

5.1 Ilpogpunaxmuxa
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Heonamanvnoui ckpunune 6 Poccutickoi @edepayuu nposooumces 6 2.Mockea u Ilpumopcrom

Kpae.

e Pexomenayercss KOHCyJbTallusl Bpada-T€HETHKA CEMBbSM II0CJIE€ YCTAHOBIJIEHUS [MArHo3a
NanueHTaMm C NBA ¢ 1enpio pa3bsICHEHHH TIE€HETUYECKOrO pHUCKa, OOCYXKICHUS
BO3MOXKHOCTEH MPEHATATLHON U MPEUMILIAHTAIHOHHOM AUarHOCTUKH [66].

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

e Pexomenayercsi oOcie10BaHNE POAUTENEH MAIIMEHTA C IEJIbIO BBIABICHHUS T€TEPO3UTOTHOTO
HOCHUTEJIHCTBA PAHEE BBIABICHHBIX MYTALUN C MOCIEAYIOIIUM HCIOIb30BaHUEM PE3YJIbTaTOB
oOcienoBaHUSl MPU TMPOBEACHUU TMPEHATAIBHON TUATHOCTHUKU M MPEHMILIAHTAI[MOHHOM
JIMarHOCTUKY [66].

YpoBeHnb yoenurenbHocTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

KommenTapuii: [enemuueckuii puck nosmopuozo podicoeHuss pebenxa c¢ HeA 6 cemve

cocmaensiem 25%.

e Pexomenayercs mpoBeneHue oOcienoBanus Ha MBA gersm mo0Ooro Bo3pacta M3 CEMEH,
UMEIONINX MAIMEHTOB C JaHHBIM 3a0oyieBaHHeM (B TEPBYIO OdYepeib, OpaThsi M CECTPHI
naruenTa) ¢ Ieabio uekimodenus UBA [17].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTeJbCTB — C, YypOBEHb 10CTOBEPHOCTH J0Ka3aTeJIbCTB- S.

e PexomeHnayercsi C IeJbl0  TPOPHIAKTUKA  Pa3BUTHS  METAO0OIUYECKUX  KPHU30B
uH(GOPMUPOBAHHE pOAUTENEH (MM 3aKOHHBIX TpefcTaBUTeneil) mnamueHnta ¢ HMBA o
xapaktepe 3aboseBaHus, MPOBOLUPYIOMUX (PaKTOpax U MPEABECTHUKAX KPH3a, BO3ZMOXKHBIX
€ro MOoCJeICTBUSX.

YposeHnb yoenuresnbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

e Pexomenayercsi nanueHtam ¢ VBA mpoBOAUTH NPOQPHIAKTUYECKYIO BaKIMHAILMIO I10
HAI[MOHAJbHOMY KaJICHIApl0 NPHUBUBOK, BKJIOYas BaKLUMHALMIO TMPOTHB TIpHUIIA H
poTaBupyca, ¢ COONIIOJIGHHEM Mep MPEeAOCTOPOKHOCTH, B TOM 4Hcie, Ha (poHe cTpororo
BBIMIOJTHEHUS TUETUYECKUX U JIeueOHBIX Ha3HAUEHUU C LEeIbi0 (POpMHUpPOBaHMS UMMYHHOM
3alIUThl OpraHu3Ma OT MH(EKIUH W MpeOTBpAIICHUs PAa3BUTUS META00IMYECKHX KPHU30B
[61].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
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KOMMeHTapI/II/I: 6AKYUHayuro ueﬂec006pa3H0 npoeodumz; cneyuaiucmamu, uUmerowumu onvlm
pa6ombl C nayueHmamu ¢ memaborudeckumu 60ﬂ€3HﬂMu, Uiy noo ux KOHMpOJieM. B
nocmeakyuHaaibHOM nepuode Cﬂe()yem npucmdaibHO Habmooamv  3a npusumsimMu C NOGMOPHbLIM
usmepernuem  memnepanmypsl meaa, 4mo HeoOXo0uMo OISl He3aMeOAUMenbH020 HA3ZHAYCHUS.

Jrcapononudicarowell mepanuu npu ouasHocmuposanuu auxopaoku >38,0°C, (napauemamon** uau,
uoynpogen™*).
5.2 /lucnancepnoe navawoenue

Ilocne svinucku uz cmayuonapa (npu pasHeu uiu HeOHamaibHoU opme ¢ 0edrmom 8
suUde MemaboIuUdecKo20 Kpu3a) pedeHOK O0NNCeH HAXO00UmbCsi HA smane amoyiamopHo-
NOMUKTUHUYECKO20 HAONI00EeHUs Y 8paya-neouampa, 6pava-Heepono2d, 6paia-eceHemuKd, epayd-
ouemoinoea. Ilayuenmol ¢ cUuMIMOMAMuUYecKoll Snulencuell Hyxcoarmes 6 Habao0eHuu 8paia-
Hegponoza. Koncynomayuu opyaux cneyuanucmos Ha3Hauarwmes no NOKA3AHUSIM.
. Pexomenayercss mnanueHtam ¢ HBA perynspHoe mnpoBeAeHHE TaHIEMHOW Macc-
CHEKTPOMETPHH, JJISi OINpPENCIICHUS] COACP)KaHUS B IUIa3ME KPOBH WJIM BBICYIICHHOM IISATHE
kpoBu amuHokucior (KomrmiekcHoe ompenencHue KOHICHTPAlMM Ha aMHHOKHUCIOTHI |
AIMJIKApPHUTHHBI B KPOBH METOJOM TAHICMHOW MAacC-CIIEKTPOMETPUH) C IENbI0 KOHTPOJIS
COCTOSIHHSI TAIlMEHTa W CBOEBpPEeMEeHHOH Koppekimu Tepanuu [31, Omméka! HUcToYHHMK C
CBLJIKH He HaiiaeH.].
YpoBeHb yoenuteqbHocTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapuu: Kpamnocme npogedenusi ananuzoe onpeoensiemcsi COCmosHueM pebeHKa.
Ob6biuno Odannvle uccrnedosanus nayuenmam ¢ MeA npoeooamcsa ¢ uwacmomoii. Kadicovie 6
Mmecayes nayuenmam 0o 6 nem, kagcovie 6-12 mecayee nayuenmam cmapuie 6 nem. Ho 6
nepuoo UHQpEKYUOHHbIX 3a001e8aHUll, NPU Y2po3e MemaboauiecKko2o Kpusa — He pedce 1 pasa
7-10 Omneu yacmoma uccied008anuli 8 OUHAMUKe 3asucum om gozpacma: uauje y demetl 00 1
200a (edcemecsuno) u demell panHe20 U OOUKOILHO2O 803PACMA.
Pexomenayercsi KOMIUIEKCHOE OINpEENIEHUE KOHILIEHTpalHUU OpPraHMYECKUX KHCIIOT
(u3oBasiepraHoBas, 3-TUAPOKCUU30BAJIEPUAHOBAsl  KHUCJIOTa, 4-THIPOKCUHU30BaJIEpUAHOBAs
KHCJIOTa, W30BAJEPWINNIULUH) C ILEJIbI0 KOHTPOJIA COCTOSHUS TAllMeHTa U CBOEBPEMEHHOMN
koppekiuu Tepanuu [31, Omuoka! UcTOYHMK CCHUIKH He Hali/leH.].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommenTapuu: Hccrnedosanue yposHsa uz08anepuikapHumuHa 6 Kposu U no4e4Hol IKCKpeyuu
opeanuyeckux — Kuciom — (uzoeanepuanosas,  3-cUOPOKCUU30BANEPUAHOBAA  Kucioma, — 4-

2u0p0xcuu306aﬂepuaH06aﬂ Kucioma, MSOGCZJZQPMJZZJZMI/;MH) npoeodﬂmc;z no quueudyaﬂbelM
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ROKA3anusAM 6 sasucumocmu om kaunuveckou cumyayuu [31, Quuoxa! Hcmounuk ccoliku ne n

aioen.].

Kpamnocmo npoeedenus ananuzos onpedensiemcs cocmosinuem pebenka (6 cpeonem — 1 paz 6

200).

. PexomengoBano BceMm manueHtam ¢ VMBA, B TuHamMHKe NMpU Tepanmuu Kpusa MPOBECTH
UCCIIEIOBaHHE KHCIOTHO-OCHOBHOTO COCTOSIHUSA 1ist onieHku ypoBHst pH (MccnenoBanue ypoBHs
BooponHbIXx HOHOB (pH) kpoBu, HccnemoBanue ypoBHA Oy(epHBIX BeIIECTB B KPOBH)
AJIEKTPOJIUTOB KPOBU (HATpUM, KaJIM, XJIOP) IUIsl AUATHOCTUKH M KOHTPOJS METaboIMYecKOro
anua03a, HCCIeI0OBAaHUE YPOBHS aMMHaKa B KPOBHU, HCCIEIOBAHUE YPOBHS MOJIOUHOM KHCIIOTHI
B KpOBHU (J1aKTaTa), IIIOKO3bl B KPOBH, OOHAPY>KEHNE KETOHOBBIX TE€J B MOUYE U B KPOBH C LIETIBIO
CBOEBPEMEHHOM Koppekiu Tepanuu [26, 28, 29, 30].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KoMmMmenTapuii: ucciedosanus nposoosmcs 6 npoyecce OUHAMUYECKO20 HADII00eHUs, Yacmoma
onpeoensemcs UHOUBUOYATILHO, 8 cpednem 1 paz 6 6-12 mecayes. B nepuoo memabonuueckoeo
KpU3a exiceoHesHo.

o [MTanuentam ¢ IBA pekoMeHI0BaHO MPOBEICHUE 00IEero (KIMHUYECKOT0) aHaIN3a KPOBH
pa3BEpHYTOrO C (197 KOMILIEKCHOU JTMarHOCTUKHU
MaHIUTONIEHUH/HeHTponieHnu/Tpombonutonenuu [4, 26, 29].

YposeHb yoenureqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 4)

KommenTapuii: ucciredosanue nposooumcs npu ouacHocmuke u 6 npoyecce OUHAMUYECKO20
HAabA00eHUs, 4acmoma onpeoensemcs UHOUsUudyalvHo. B cpeonem 1 paz 6 12 mecsyes.

J PexoMenayercsi mpoBefieHre OMOXUMHUYECKOTO aHAIN3a KPOBH OOIIETEPAreBTHIECKOTO
(rmroko3a, oOmmii Oenok, OenkoBble (pakuu (KUCCIeIOBaHUE YPOBHSI albOyMHHa B KpOBH,
ompejeNeHnue anbOyMHUH/TIIO0OYJIMHOBOTO COOTHOLIEHHS B KpPOBHU), OOIIUM, CBSI3aHHBIA U
CBOOOJHBI OWIMPYOMH  XOJECTEPHH, TPUITHMLEPH]IbI, JIMIONPOTEHIbl HU3KOM M BBICOKOM
IUIOTHOCTU (MCCIIEJOBaHWE YPOBHS JIMIIONMPOTEMHOB B KPOBHM), IienoyHas ¢ocdaTaza, raMma-
rmoTaMuiaTpancdepasza,  KpeaTMHMH,  MOYEBMHA,  alaHMHaMuHOTpaHcdepaza  (AJIT),
acriapraramuHoTpancdepasza (ACT), mankpearnyeckas aMuiasa, JIMNasa, KaIbLUH oOmUi u
MOHU3MPOBAaHHBIN, HATpuil, Kaiauii, HeopraHudeckuii ¢ocdop, xenezo u ¢eppurus, C-PB)
narnueHTam ¢ MBA 11 onieHKH (YyHKIIMOHAJIHHOTO COCTOSIHUSI BHYTPEHHHX OpPTaHOB, HAJTUYHUS
MH(EKIMOHHBIX OCIOXKHEHUN W HYTPUTHBHOIO CTaTyca naruenra [24, 32].

YpoBeHb y0eauTeIbHOCTH 10Ka3aTeIbCTB — C, YypOBEHb 10CTOBEPHOCTH J10KAa3aTeJIbCTB- S.
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Kommenrapumn: Kpamnocmb npogedenus aumaniu3os Onpeoeisiemcs COCMosHUueM pebeHKa.
Obviuno Oanmvie uccredosanusi nayuenmam c¢ MeA nposodsmcs ¢ uacmomoti. Kaxcovie 6
Mecayes nayuenmam 0o 6 nem, Kadxcovle 6-12 mecayee nayuenmam cmapute 6 nem. Ho &
nepuoo UHGEeKYUOHHLIX 3a0071e6aHUll, NPU YePO3e MemaboIULecKo20 Kpuza — He pexce 1 pasza 6
7-10 oneii.

o Pexomenayercs nposeenue sexrpornuedanorpapun (331) naunentam ¢ UBA mnpu
HAJIMYUHA HEBPOJIOTUYECKOW CUMIITOMATHUKH JJIsl BBISIBJICHUS TSI TH(GOPMHOM aKTUBHOCTH
[59].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTeILCTB — D)
Kommenrapun: ¢ mom uucne D3I ¢ sudeomonumopuneom. Ilpu omcymcemeuu npucmynog-xe

peotce 1 pasa e 200, npu Hajiuduu SnujienmudecKux npucmynoe- no NOKa3saHusim

. [Tpy HaMMYMK KIMHUYECKUX MPU3HAKOB/5KAI00, XapaKTEPHBIX ISl IOPAKEHHSI CEPCUHO-
cocyAMCTOM cucteMbl mnanueHtaMm ¢ VBA MoxeT ObIThb pPEKOMEHJI0BaHA perucTpanus
3JIEKTPOKAPAUOT PAMMBI (OKT), sxoKapauorpadus (Ox0KT') c LEbI0
UCKITIOYEHUSI/TIOATBEPIKICHHUS TTATOJIOTHH CEPICUYHO-COCYUCTOM crcTeMbl [36].

YpoBeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 3)

KomMeHTapuii: npu memabonuueckux HapyweHUsx co CMOPOHbL CepOeyHO-COCYOUCMO
cucmemvbl Mo2ym HaOI00AMbCsi KAPOUOMUONAMUSL, HAPYULeHUs cepOeyHoeo pumma. B cpednem
1 pa3 6 200.

. [Tatmentam ¢ VIBA mpu Hamu4My KIMHWYECKUX MPHU3HAKOB/Kao00, XapaKTEPHBIX IS
MOpPaKEHUS  TMO/DKEITyIOYHON  JKeJle3bl, MOXET OBITh PEeKOMEHI0BAHO YIbTPa3BYKOBOE
HCCIIEJOBaHHE OpraHoB OproIIHOM MIOJIOCTH (KOMILJIEKCHOE) c LEJbI0
VCKITFOUCHUSI/TIOITBEPKICHUS TOPAKEHHUS TTOHKETy J0YHOH kene3bl [11, 12, 13].

YposeHb yoenureqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 4)

KommenTapmii: B cpeonem I paz 6 200.

. [To nokasanusM (MpU HAIMYUM KIMHUYECKUX NPU3HAKOB aTpo(uu 3pUTEITHHOTO
HepBa/&kao0 Ha HapylIeHHs 3peHus) manueHTam ¢ MIBA pexkoMeHI0BaHa OPTaIbMOCKOMHUS C
LENbI0 MCKIIOYEHHS/TIOATBEPKICHHS/JMHAMUYECKOTO KOHTPOJs aTpoduu 3pUTEIHHOrO HepBa
[3, 37, 65].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 4)
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° Pexomenayercss ydacTue B BEICHMM MAMEHTOB ¢ KMBA MylIbTUIUCHMIIMHAPHON
KOMaH/IbI CIICIIUAIMCTOB B BUY TOTO, YTO 3a00JIEBAHUE XapaKTEPU3YETCs MOPAKEHUEM MHOTHX
OpPraHOB W CHCTEM, TpeOyeT KOMIUIEKCHOW TEpaInuu, 4TO JUKTYET HEOOXOIUMOCTh COBMECTHOTO
BEJICHUS TAIMEHTA CICIHAINCTaMK pa3HbIX npoduei [27, 65].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
KovmMenTapum:

Bcem nayuenmam c¢ HeA npoeoosmcsa npuemvt (ocmompul) epaua-neouampa/spava-
mepanesma/spava odwel npakmuku (cemeuno2o 6paya)/épaia-HeoHamono2a (nepeuunvle u
nO8mMopHbvie) 8 OUHAMUYECKOM HAONIO0EHUU C Yeabl0 OYeHKU 00ue20 COCMOAHUS, NPOBeOeHUs
mepanuu, y4acmus 8 HA3HAYeHUU U NPOBeOeHUU 1eYeOHO-PeadUTUMAYUOHHBIX MePONPUINULL

Bcem nayuenmam ¢ H8A npoeoosimcsi npuemvl (0OCMOMpPbI, KOHCYIbMAYUU) 6paya-
Hesponoea (nepsuuHvle U NOBMOPHble) Ol ymouHenus maxcecmu nopaxcenus [[HC u
onpeodenenus makmuxu jlewedHo-peaburumayuonnsvix meponpusmuil [3, 4, 5, 9,15, 39].

Bcem nayuenmam ¢ HeA npogoosmcs npuemvl (0cmMompbwl, KOHCYIbmayuu) epaya-
ouemonoca (nepeuuHvle U  NOGMOPHLIE) UAU  8PAYA-  2eHEMUKA 0N  HA3HAYEeHUs
namoeenemuyeckol Ouemomepanuu U oaiee Npu HeOOXOOUMOCMU C Yenblo KoppeKyuu
ouemomepanuu Ouemomepanuu, 0CyuecmeieHus KOHmpoas 3a eé coonodeHuem. B cpeonem 1
p/mec Ha 1 200y scusnu, daree 1 p/3 mec u no noxkasanusm 0o 3 nem; 1 p 6 mec nocae 3 rem [4,
9, 31, 39].

Iayuenmam c ycmanosnenHviM OuacHo3om HeA npoeooumcs npuemvl (ocmompul,
KOHCYIbMAayuu) 8paia-2eHemuKa - cemMbim, umerowum poocmseennukos ¢ MeA u nayuenmam c
UsA - ons naanuposanus demopooicoenus [9, 27, 37].

Ipu nodospenuu/nanuyuu y nayueHma namoiocuy Opeana 3peHusi NPOBOOSIMCcsl NPUeMbl
(ocmompul, KOHCYIbMAYUU NepsudHble U NOSMOopHbLe) 8pada-opmanvmonoea [3, 9, 37].

Ilpu nooospenuu/nanuyuu y nayuenma namoiocuu cepoeyHo-coCyOUCmol CUCmembl
npo6oosmcs  npuemvl  (OCMOmMPbI, KOHCYIbMAyuu NepeuyHvle U  HOBMOPHbIE) 6payd-
Kapouono2a/epava-oemckozo kapouoioza [40].

Jna  naanuposanus UHOUBUOVATLHOU PeaAbUNUMAYUOHHOU NPOSPAMMbL  NCUXOTI020-
neodazoeuyeckoll NOOOEPHCKU NAYUESHMAM U UX CEMbAM NPOBOOAMCS Npuemvl (Mecmupo8anusl,
KOHCYIbmayuy) MeOUYyUHCKo2o0 NCuxoioea U Jo2oneda-oegexmonoca (nepsuynvie u
nosmopmuwie). [9, 39].

Ilpu HeobxoOumocmu 6 npoyecce OUACHOCMUKU U Jle4eHUs YYyacmeylom opyaue
Cneyuanucmol, 8 m.4., Hanpumep, 8Pay-aHecCme3UoaI02-pPeaHuMamonoz, 8pad-2acmpoIHmMepooe,

epau-ncuxuamp.
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6. Opranusanus oka3aHusi MeIUIUHCKOH MMOMOLIH

Heonamanvnas u pamnas ¢opma HeA ouacnocmupyemcs Ha nepeom 200y HCUZHU
pebenka nymem CeleKmMuBHO20 CKPUHUH2A, KOMOPHIU HPOBOOUMCA V MIAAOeHYes U3 2pynnvl
PUCKA U NPU NOSTEHUU KIUHUYeCKux cumnmomos [14].

Hemu ¢ HeA uwacmo nonadarom 6 omoenenue namoaocuu oemel pamHe2o 603pAcmd,
uHgexkyuonnoe omaoeneHue UNU pPeaHuUMAayulo 8 COCMOAHUU MemadoaIUyecKo2o Kpusd,
passusuLe2ocs Ha ghone MemaboIuuecKo20 ayuoo3da, omeka mo3ed, 2UNO2NUKeMUU.

IIpooonoscumenvrocms — 2ocnumanuzayuu  3a8uUcum Oom  CKOpocmu  eepuuxayuu
0uazHo3a, KOppekyuu MemadoauyecKux HapyueHuii nymem npoeeoenusi UHMeHCUSHOU mepanuu
U Hauwana namozeHemuveckou ouemomepanuu, a MaxKdxice Om  CPOKO8 NOAGLEHUS
NON0HCUMENbHOU OUHAMUKU CO CMOPOHbL YEHMPANbHOU HEPBHOL CUCTeMbl U OpY2UX OP2aHOos,
CKOpOCMU 80CCMAHOBIEHUS NoKa3ameel 2110K03bl KPO8U U KUCTIOMHO-Ue0YHO20 COCMOSIHUA,
omeem Ha Jlledenue ommedaemcsi 6 meuenue 5-7 Oweu. Ilpebvieanue 6 cmayuonape 6 cpeonem
cocmasnsiem 21 Oenv.

[TokazaHus /Ui IJIAHOBOM TOCIIMTATN3AMU B MEIULIUHCKYIO OpTraHU3aIHIo;

1. npoBeneHue TUArHOCTUKH U JIEYEHUs, TPEOYIOIINE TPOIOJDKATEIHLHOTO (JIHEBHOE WITH
KpPYTJI0CyTOYHOE IPEeObIBaHNE) MEAUIIMHCKOTO HAOI0IEHUS! 1 MOHUTOPUHIA KJIMHUKO-
71a0opaTOPHBIX MOKa3aTeNnen;

2. Heo0XOAMMOCTb IPOBEIEHUS Pa3IMYHBIX BUJOB AKCIEPTH3 MU 00CIeI0BaHUS B
MEAMIMHCKON OpraHU3aliy IPU HEBO3MOXXHOCTHU MPOBEACHUS UX B aMOyJIaTOPHBIX
ycinoBHsX (B TOM unciie 0opMIICHHE 3aKitoueHus peaepaibHoro
KOHCHUJIMYMa/BpauyeOHOW KOMHCCHUN).

[ToxazaHus I SKCTPEHHON TOCIIMTAIN3ALUN B MEAULIMHCKYIO OpraHU3aluIo;

1. octpsie yrpoxarouue sl )KU3HU U Pa3BUTHUS OCIIOKHEHUHN COCTOSIHUS, TpeOyroIye
HEOTJIOKHOTO JIEYEHHUs, B TOM YHCJIe THTEHCUBHOM TepaIuy, a TakKe KPYIJIOCyTOUHOTO
MEAMIIMHCKOTO HAOJII0/IEHUS ¥ POBEACHUS CIIEUAIbHBIX BUJIOB 00CIIEIOBAHUS U
JIEYEHUS.

IToxa3zaHus K BBITMCKE NAllMEHTa U3 MEJUIIMHCKOW OpraHu3aluu:
1. oTcyTrcTBHE Yrpo3bl 17 )KU3HU MMAlMEHTa U YIPO3bl Pa3BUTHUS OCIOKHEHUH, TPEOYIOLINX

HCOTIIOXKHOTO JICUCHUA ITPH 3aBCPUHICHUC TUATHOCTUUCCKUX MepOHpHHTHﬁ.
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2. crabwin3aius COCTOSHUSA U OCHOBHBIX KJIMHUKO-TA00PAaTOPHBIX MOKa3aTesei
MaTOJIOTMYECKOTO MPOLIecca, OTCYTCTBUE HEOOXOUMOCTH B IPOJIOJKUTEILHOM
MEAMIIMHCKOM HAOIIOICHUH (JIHEBHOE UM KPYTIIOCYTOYHOE MPEOBIBAHUE);

3. BBINOJIHEH IUIaH 00CIeI0BaHUs U JICUCHHS MAllUeHTa, 1aHbl PEKOMEHIalluu 110
JabHENIIeMy HAOIIOICHUIO U JICYCHHUIO.

4. Heo0X0oAMMOCTb MEePEeBO/ia MAIMEHTA B IPYTroe MEAUIIMHCKOE YUPEXKICHUE UITU

YUPESKICHHE COLATBHOTO 00eCIIeUeHUSL.

7. JonosHuTebHast ”HpopManus (B TOM 4Yucjie (aKkTopbl, BJUSIOIINE HA

MCXO0/1 3200/ 1€BaHUSI MJTU COCTOSIHHS)

[TporHo3 COCTOSIHUS U YPOBHSI ICUXMYECKOTO PAa3BUTHsI NAMEHTOB 3aBUCHUT OT TSKECTH
3a00JIeBaHMs M CPOKOB Hayala CreHaIM3UpOBaHHOM Teparnuu. [Ipu panHel auarnoctuke (10 5-
HEZEJIBbHOT0 BO3pacTa) OKoJo 85% MalMEeHTOB B CTapLIEM BO3pacTe HE MMEIOT HapylIEHUH
MHTEJIJIEKTA U HEBPOJIOTUYECKUX PACCTPOMCTB, IPU MO3HEHN TMAarHOCTUKE — 0KoJ1o 45%.

[IporHo3 3a0oneBaHUS OTHOCHTENBHO OJArONPUSATHBIA JUIs JKU3HH TIPH  pPaHHEH

JUAarHOoCTUKEC U TINAaTCJIbHOM META00INYECKOM KOHTPOJIC.

Kpurepuu oneHkn kayecrsa MeAULMHCKON NOMOLIH

Tabnuna 1. Kputepuun oneHky KauecTBa NEPBUYHOM MEAMKO-CAHUTAPHOM MOMOIIM B3POCIBIM U

JETSIM MPU U30BAJIEPUAHOBOM allAEMUN/alli Ty pUn

Ne Kpurtepun onenkn kayecrsa Onenka
BBITTOJIHCHU L
1 BBINOTHEHO KOMIIJIEKCHOE ONPEJEIIEHNE KOHICHTpaluu Ha Ha/Het

AMHWHOKHCIIOTBI W allMJIIKAPHUTHHBI B KPOBU MCTOAOM TﬁHJIGMHOfI
MacCC-CIICKTPOMETPHUUN (HpI/I YCTAaHOBJICHUU I[I/Ial"HOSa)

2 | BemonHeHo KOMILIEKCHOE OInpeleIcHue colepKaHus Ha/Het
OpPraHMYECKUX KHUCJIOT B MOUe (IIPU YCTAHOBIICHUH TUArHO3a)

3 | BeimosHeH KOMIIJIEKC HCClIeJOBaHUN hinig:e JUArHOCTUKH Jla/Het
OpTraHWYECKUX AlUaypuid (TPH YCTAaHOBJIECHUH JUArHO3a)

4 | BeimonHeH mpueM (OCMOTp, KOHCYJbTallMsl) Bpadya-TeHETHKa Jla/Her
NIEPBUYHBIN (IIPU YCTAaHOBIEHUH TUArH03a)

5 | BellmoiHEHO ~ HA3HAYEHHWE  CHEIUATU3UPOBAHHOTO  MPOAYKTA Ha/Her
7e4eOHOr0 MUTAHUS, IMIIIEHHOTO JICHIINHA

6 | BoimonHeHo  Ha3HaueHHE JIEBOKAPHUTHMHA M INIMIUHA (B Ha/Het
3aBHCHUMOCTH OT MEIMIMHCKMX TMOKa3aHUW W NIpH OTCYTCTBUHU
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MCIULIMHCKHNX HpOTHBOHOKaSaHHﬁ)

Tabmuna 2. KpuTepuu OIEHKM KadecTBa CICIHATU3UPOBAHHON MEIWIIMHCKOW TOMOIIN
B3POCJIBIM U JIETSIM MPU U30BATIEPUAHOBOM alllIeMUN/ AUy pHH

1 | [IpoBeneHo nevyeHue JEBOKAPHUTUHOM U IIMIIMHOM (B 3aBUCUMOCTHU Ja/Her
OT MEIUILMHCKUX TMOKa3aHUH U TPU OTCYTCTBHUM MEJIULIMHCKUX
MIPOTUBOMOKA3aHHI)

2 BpimonHeHo — Ha3HaueHWE — CHELUAIM3UPOBAHHOTO  MPOAYKTA Ha/Her
Je4eOHOro MUTAHUs, JIMIIEHHOTO JIeHIIHA
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nenuatpudeckoro ¢akynsreta ®I'bOY BO «PHUMY wum. H.U. Iluporosa» Mun3apasa
Poccuu, unen Coro3za neguatpo Poccun.

25. CmupnoBa O.5l. — Bpau-TeHETUK, CTapIIMi Hay4dHBIH COTPYJAHHUK  OTJeNa
CTaHIAPTHU3aLMM U HU3YyYEHUs OCHOB JoKazaTeiabHOW MenuuuHbl HUW nenuatpum u oxpaHsl
3popoBbs aereid HKI[ Ne2 ®T'BHY «PHIX um. akanemuka b.B. IlerpoBckoro», unen Coroza
neauatpoB Poccun, unen Accouuanuy MEIUIIMHCKUX T€HETUKOB.

26. CtpoxoBa T.B. - n1.M.H., podeccop PAH, 3aBeayromasi oteneHueM mneauaTpudecKoin
ractpodHTeposioruy, renaroiorur u guerojoruu Kimmawnkun OI'BYH "OUIl nutanus un

ouorexHonoruu"”
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27. TenaeB P.®D. —1.M.H. 3aBeAyOLIMI peaHUMaluel 1 MHTeCUBHOM Tepanuu OI'AY
"HauuroHanbHbII MEAUIIMHCKUA HCCIIE0BATEILCKUAN LIEHTP 310pOBbs ieTel" Mun3ipasa
Poccun.

28. ®ucenko A.IL. — 1.M.H., mpodeccop, 3acmyxkeHHbli Bpau Poccuiickoit deaepanun,
nupektop @I'AY "HarmonanbHbI MEIUIIMHCKUI UCCIEI0BATEIbCKUM LIEHTP 3/I0POBbA JIeTei"

Munsgpasa Poccun.

ABTOPBI NOATBEPKAAIOT OTCYTCTBHE (PMHAHCOBOM MOJAEPKKH/KOHPJINKTA MHTEPECOB,

KOTOPbIif He0OX0AHMO 00HAPOAOBATb.
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Ipunoxenue A2. MeTom0s10rusi pa3padoTKu KIMHAYECKUX PEKOMEeH Al i

]_IeJIeBaﬂ ayauTopus JaHHBIX KIMHUYECCKUX peK()MeHI[aIIHﬁ:

® BpayH-IICAUATPHI,

® BpauYN-HCOHATOJIOI'U,

® Bpa4YU-TEPAIECBTHI;

® Bpayu 00Iel IPAKTUKH (CEMENHbIE Bpaun);

® BpPAYU-TCHCTUKH ,

® BpAYH-AUCTOJIOTH,

® BpaA4YH-HEBPOJIOIH,

® BpaYN-aHCCTC3UOJIOTU-PCAHNMATOJIOIH,

® Bpayu-o(TaIbMOJIOIH;

® BpayU-raCTPOIHTEPOJIOTH;

® BpayKu-KapUOJIOTH;

® BpauYN-IACTCKUC KapAHOJIOTH,

® MCOUMIMHCKUE IICUXOJIOIH,

® J'IOFOH@I[BI-,I[G(I)GKTOHOFI/I,

® CTy/eHThl MeauuuHCKuX BY30B, opanHaTopbl, acliupaHThl.

Tabmuma 3. [llkana oreHkn ypoBHEH q0cTOBepHOCTH Jokazarenbets (Y J1) mis meromnoB

JANarHoCTHUKH (I[I/IaFHOCTI/I"IeCKI/IX BMCIIATCIIb CTB)

yaa Pacimdposka

1 Cucrematnueckre 0030pbl MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJIOM WU
CHUCTEMaTHYeCKH 0030p paHAOMHU3UPOBAHHBIX KJIMHUYECKHX HCCIECHOBAHUHA C
NpUMEHEHHEM MeTa-aHajn3a

2 OTnenbHbIE MCCIEOBAHUS C KOHTPOJEM peQepeHCHBIM METOJIOM WM OTAeNbHbIE
pPaHIOMHU3UPOBAHHBIE KIMHUYECKUE HCCIEAOBAaHUS W CHCTEMAaTHYeCKHe 0030phbl
UCCIIeIOBaHM J1000ro AM3aiiHa, 3a UCKIIOUYEHHEM PaHAOMHU3UPOBAHHBIX KIMHUYECKHX
WCCIIEIOBaHMIA, C TPIMEHEHNEM MeTa-aHalIn3a

3 HccnenoBanns 0e3 MOCIEAOBATENBHOTO KOHTPOIS peQepeHCHBIM METOJOM WU
UCCIICIOBAaHUST C pPEPEpEeHCHBIM METOJIOM, HE SBJSIOIIAMCS HE3aBUCHMBIM  OT
UCCIIEyeMOTO METOJIa MM HEPaHIOMHU3UPOBAHHBIE CPABHUTEILHBIC MCCIIEIOBAHHS, B
TOM YHCJIe KOTOPTHBIE UCCIIEI0OBaHUS

4 HecpaBHuTenbHbIe HCCIEI0BaHUS, ONTUCAHNE KIMHUYECKOTO CIydast

5 Nmeercs numib 000CHOBaHME MEXaHU3Ma JICHCTBUS WIIM MHEHUE SKCIIEPTOB
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Tab6numa 4. [llkana oneHKu ypoBHEH 10CTOBepHOCTH Aokasarenbet (Y ) s metonoB
PO UIAKTUKH, JICUCHUS U peadrIuTanuu (MpoQuiIakTHIECKUX, JIeUeOHBIX, peaOUIUTAIIMOHHBIX

BMEUIATEIbCTB)

Y Pacmmdposka
1 | Cucrematnueckuii 0630p PKU ¢ npumeHeHneM MeTa-aHaimu3a

2 Otnenpabie PKU u cucrematuyeckue 0030pbl HMCCIIENOBaHMWM JI0OOTO JU3aifHa, 3a
nckioyenrueM PKH, ¢ npuMeHeHneM MeTa-aHanusa

w

HepaH,HOMI/I3I/Ip0BaHHBIe CPaBHUTCIIBHBIC UCCIICA0OBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHU A

4 HGCpaBHI/ITeHBHbIe HCCIICAO0BaHUs, OIMMMCAHUC KIIMHUYCCKOr'o Ciiydas HWJIM CCPUU CIIydacB,
HCCICOOBAHUA ((Cﬂyqaﬁ'KOHTpOHB))

5 | Umeercs numb 00OCHOBaHHWE MEXaHHM3Ma JICHUCTBUS BMENIATENHCTBA (JIOKIMHUYECKHE
WCCJIeIOBaHMsI) I MHEHHE YKCIIEPTOB

Tabnuma 5. Illkana oueHku ypoBHeH ybOemuTenbHOCTH pekomeHpanuii (YYP) mns
METOJIOB TPO(MUIAKTUKUA, JTUATHOCTHKH, JICUYCHHS U peaduwiuranuu (mpodUIaKTUICCKUX,

JTUAarHOCTUYECKUX, JICUEOHBIX, peaOMIINTAIIMOHHBIX BMEIIATEIHCTB)

YVYP PacmmdpoBka

A CunpHast pexkoMeHJalus (Bce paccMarpuBaeMble KpuTepuu 3(P(HEKTUBHOCTH
(ucxomdpl) SBISIOTCS BaXHBIMHM, BCE MCCIEJOBAHUS MMEIOT BBICOKOE HIIU
YIOBJIETBOPUTEIIBHOE  METOJIOJIOTMYECKOE  KauecTBO, HUX  BBIBOJABI IO
MHTEPECYIOIIMM UCX0J1aM SIBJIIFOTCS] COIJIACOBAaHHBIMU )

B VYcioBHast pekoMeHnanus (He BCEe pacCcMaTpHBaeMble KpUTEpHH dPPEKTHBHOCTH
(MCXOIBl) SIBISIIOTCS BaXHBIMH, HE BCE HCCIICJOBAHUS HMEIOT BBICOKOE WM
YIIOBJIETBOPUTEIHFHOE METOJIOJIOTHYECKOE KAadyeCTBO W/MIM WX BBIBOJBI IO
MHTEPECYIOIIUM UCX0JIaM He SIBJISIFOTCS COTTIACOBAHHBIMU )

C Cnabast pekoMeH1anus (OTCYTCTBUE JI0KA3aTEIHCTB HAJJICKAIIET0 KauyecTBa (BCE
paccMaTpuBaeMbie Kputepuu 3PQPEeKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE MCCIICOBAHUS UMEIOT HU3KOE METOJOJIOTHIECKOE KAaYeCTBO U MX BBIBOJIBI 11O
WHTEPECYIOIINM UCX0JIaM He SIBJISIOTCS COTTIACOBAHHBIMHU )

HOpHZ[OI( OOHOBJICHUS KJIMHUUYECKUX peKOMeHHaHHﬁ.
MexaHu3M OOHOBJICHUS KJIMHHYECKUX peKOMeHZ[aHHﬁ npeayCcMaTpuBacT UX CUCTEMATUUYCCKYIO
AKTyaJIM3alnIi0 — HE PCKE UEM OJIUH pa3 B TPpU roaa, a TAKKC MpU MOABJIICHHUU HOBBIX JaHHBIX C
IMO3HUITNH )IOKaSaTGHBHOﬁ MCIUIMHBI IO BOINpPOCAM AHATrHOCTHUKH, JICUCHUA, HpO(l)I/IJ'IaKTI/IKI/I )51
pea6I/IJ'II/ITaL[I/II/I KOHKPCTHBIX 33.6OJICB3.HHI>'I, HaJIMYUA 00OCHOBAHHBIX ,Z[OHOHHGHI/II\;I/3aMe‘laHI/II71 K

panee ytBepkaEHHBIM KP, HO He wame 1 pa3a B 6 Mecsues.
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IIpuioxkenue A3. CnpaBo4HbIe MaTePHAJIbI, BKJIIOYas COOTBETCTBHUE
NMOKA3aHM K NPUMEHEHHUI0 U TPOTUBONOKA3AHUIA, CIIOCO00B NPUMEHEHNS U
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMH MO MPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

IIpuaoxkenne A3.1 JIOKYMEHTBbI M ___pecypchl, HMCHOJb30BAHHbIE NPH _ MOATOTOBKE

KJIMHAYECKHX PeKOMEeHIaIni

1. Ilpuxkaz Munznpascoupazutuss P® Ne 185 or 22.03.2006 roga «O maccoBoM
o0cre10BaHUU HOBOPOXKICHHBIX JeTel Ha HAcleCTBEHHbIE 3a00IeBaHU,

2. Ilpukaz MuHucTepcTBa 3ApaBOOXPAHEHUS U COIUAILHOTO pa3BuTusi PO ot 16 anpens
2012 1. N 3661 "O06 yrBep)kaeauu [lopsinka oka3aHusl MeIuaTpuIecKoi moMommu"

3. Ipukaz Munucrepctsa 31apaBooxpancaus PO "OO6 yrBepxknenuun [lopsiaka okazaHus
MEAMIIMHCKOW TIOMOIIM OOJBbHBIM C BPOXKIACHHBIMU U (WJIM) HACIEACTBEHHBIMU
3aboneBanussMu"oT 15 HOs10pst 2012 . N 9171

4. TocynmapcTBEHHBIH peecTp JeKapCTBEHHBIX CpeACTB: https://grls.rosminzdrav.ru
[Tpukaz M3 P® ot 20 nexabps 2012r. Ne 11831 «OO0 yTBep:k/I€HUHN HOMEHKIIATYPHI
JOJDKHOCTEN MEIUITMHCKUX PAOOTHUKOB U (PapMalieBTUIECKUX paOOTHUKOBY.

6. Ilpukaz M3 P® or 23 wurons 2010 1. Ne 541H. EnmHbIil KBamu(pUKAIMOHHBIN
CIPaBOYHUK JIOJHDKHOCTEH PYKOBOJUTENEH, CHEHHAINCTOB W CIyXalluX, pa3zieln
KBanuduxaionnsle  XapakTepUCTHUKU  JTOMDKHOCTEH  pabOTHHKOB B cdepe
3/IpaBOOXpaHEHUSI.

7. Tlpuka3z Munzapasa Poccun Ne 1031 ot 28.02.2019 r. «O06 yTBEepKACHUH MOPSAKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHIAIH, UX TepecMOoTpa, TUIIOBOU (hopmbl
KIIMHUYECKUX PEKOMEHAAlMi U TpeOOBaHUIl K UX CTPYKType, COCTaBy U HAyYHOU
000CHOBAaHHOCTH BKJIFOYa€MOM B KIIMHUYECKUE PEKOMEHIAMK HH)OPMALIUNY.

8. Ilpmkaz MunznpaBa Poccum ot 13.10.2017 Ne 804n "OO6 yTBepKICHUU
HOMEHKJIATyPbl METUIIUHCKUX YCIyT".

9. IIpuxa3z MunucrepcrBa 3apaBooxpaneHuss P® ot 14 suBaps 2019 r. Ne 4u «O6
YTBEP)KICHUM  TOpsAIKAa  Ha3HAu€HUs  JIEKapCTBEHHBIX  IIpernapaTtoB,  (Gopm
pelenTypHbIX OJAaHKOB Ha JIEKAPCTBEHHBIE IIperaparbl, Mopsiaka oGOpMIICHHS
yKa3aHHBIX OJIAaHKOB, UX y4eTa ¥ XPaHCHUSD)

10. ITpuka3 Munszapasa Poccun 2031 ot 10 mas 2017r «O0 yTBepkIE€HUH KPUTEPHEB
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OIICHKH Ka4yeCTBa MEIUIIMHCKON TTOMOIIIN)

11. Pacnopspkenne IlpaBurensctBa P® or 7 pekabps 2020 r. Ne 3242-p O6
YTBEPXKJICHUH TIEPEUHs CIEIHAIM3UPOBAHHBIX MPOJYKTOB JIEYEOHOrO0 MUTAHUS IS
nerer-uaBanuaoB Ha 2021 T.

12. Tlpuxkas ot 14 urons 2016 roma Ne 500 «O0 opranu3aiuy NpoBeeHUs CEISKTUBHOTO

CKPUHUHTa»

Ipuiaoxenue A3.2 Cxema MeTa00JIHYECKUX NMPOIECCOB MPH U30BAJTECPUAHOBOM allMAeMHUH

Oenok TkaneBbIi
panuoHa \A . | — Oenok
JICUIINH

O-KE€TOU30KaIpOHOBasA
KHCJIOTa

v

n3oBanepuia-KoA

HN30BaJICpHAHOBAA KHMCJIOTA

3-rUJIpOKCUU30BaIepuaT = e — = — <« W30Banepui-KoA gerumaporenasa
4-ruipoKCUN30BaIEpUAT

HU30BAJICPpUIITIIMIIUH U JP.

3-meTrikpoToHMIT-KoA

areToarerar aretrir-KoA

Puc.1 Cxema MeTabonmueckoro mporecca npu H30BaJIepUaHOBON anuaeMund. Metadonnueckuit
OJIOK BBIJIETICH YEPHBIM I[BETOM.

IIpujaoxkeHne A3.3 Tloka3zanusi K IPOBCJACHHUIO  CCJICKTUBHOI'O  CKPHMHHMHIa Ha

HACJIeICTBEHHbIE 00JIe3HHM 00MEHA METOI0M TAHJIEMHOI MacCC-CIEKTPOMETPHH

I[J'I}I MNpoOBCACHUA  CCJICKTHUBHOTO CKPUHHHIA Ha  HACJICIACTBCHHBLIC Oonesnn oOMeHa
HAIMpaBJIAAKOTCA ACTU B BO3paCTC 0 18 ner IIpU BBIABJIICHUU OJHOI'O U3 OCHOBHBIX KPHUTCPUCB

(cuMnITOMOB) JTHOO IBYX U 00Jiee HOTONHUTEIBHBIX KpUTEpHEB (cuMToMoB) [14]:

OcHOBHBIE KPUTEPUU (CUMIITOMBI):
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BuesanHoe yxynmieHne KIMHUYECKOro COCTOSIHUS peOeHKa Mociie nepruoia HOpMaabHOro
pa3BUTHUSA (CYTKH, HEAETHU, MECALL):
o Ocrtpas merabonnyeckas sHIE(aTonaTHs,
o Jleraprus (koma),
o Cynoporu, pe3uCTeHTHbIE K aHTUAHIICTITHYECKON Teparuu.
['enmatomeranus (rernarocrjaeHOMeraus)
Metabonuueckuii anumao3
MHo>KecTBEHHbIE TIEPETOMBI

I[CTCK&H CMCPTHOCTb B CEMBE OT 3a00J1eBaHui co CXOAHBIMHU CUMIITOMAaMU.

JlononHuTeNbHBIE KPUTEPUU (CUMIITOMBI):

© © N o g B~ w DR

[ S S
N B O

13.
14.
15.

Kapanomuonarus

['unornukemust

TpombouuTonenus

[ToBbimenue ypoBHs neueHoYHbIX pepmenToB (AnT, AcT) 6onee uem B 1,5 paza oT HOpMBI
[ToBermenue yposus kpeatuHpocdoknnassl (KDOK) Oonee yem B 2 pasa OT HOPMBI
CHmwkenue ypoBHs miesiounoi gpocdarassl (I11D) HUkKE BO3paCTHON HOPMBI
MeTtabonuueckuii ankanos3

[ToBbIlIeHNE KETOHOBBIX TEN B KPOBU U/UJIH B MOYE

AHOMaJIbHBIN 3am1aX MOYH, TeJla, YIIHON Cepbl, T0001 HeOObIUHBIH 3amax

. Hapymenue pocra Bonoc, anonemnus
. Pe3ucrenTHbIE K Tepanuu Cya0poru

. KOCTHO'CYCTaBHLIe aHOMaJIun (TerHO,Z[BI/I)KHOCTL CyCTaBOB, ,Z[e(l)OpMaI_H/IH l"py,[[HOfI KJICTKHU,

paxuTono100HbIe U3MEHEHNS )
['ppiku (MynoyHasi, 1aXOBO-MOIIIOHOYHAS)
YacTele cppIrMBaHus, pBOTA

I[I/ICTOHI/II/I, THIICPKUHE3bI.

IIpuaokeHue A3.4 HopMbl _ (hu3H0J0rHUEeCKOM HOTDCﬁHOCTH B _OCHOBHbBIX IHHICBbIX

BCIIECTBAX M JHEPIMM JJIA 31I0POBbIX HeTeﬁ

Tadmuma 6. CpemHecyTOYHBIE HOPMBI MOTPEOHOCTEH B OCHOBHBIX ITHINEBBIX BEIIECTBAX M

SHEPTHUU JIJIS IeTel IepBOTo rojia )KU3HU (Ha KT Macchl Tena) [9]

Bo3spacr (mec.) DHeprus benok Kupsbr YrieBoabl
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KKaj/ KT /KT r/Kr /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 55 13

Ta6auma 7. Hopmbl Qu3HOIOTHYECKOW MOTPEOHOCTH B OCHOBHBIX IUIIEBBIX BEIIECTBAX U

SHEPTHH JJIs 3I0POBBIX JICTCH CcTapIie rogal

DOHeprus benok, Kupsi, VraeBojsl,
Bospacrt
KKaj I/CYyTKHU I/CyTKHU I/CyTKH

or 1 roxga mo 2 et 1200 36 40 174
OT 2 JIET A0 3 JIeT 1400 42 47 203
oT 3 1o 7 ner 1800 54 60 261
or 7 mo 11 ner 2100 63 70 305
or 1l no 14 ser| 554, 75 83 363
MaJIbYUKHU

or 11 no 14 ser| 544, 69 77 334
JIEBOYKHA

or 14 no 18 ser| 594, 87 97 421
FOHOLLH

or 14 no I8 ser|  o5n, 76 83 363
JICBYIIIKH

s mereit ¢ M30BaNepHaHOBOI alMIEMHEH CTapIIe roa MOTpebiIeHre GelIKa o CPABHEHHUIO C
yKa3zaHHBIMU B Ta0muie ymeHbiiaercs Ha 10-25% B 3aBucumocTd OT (GopMbl 3a00sieBaHMS,
TSKECTH COCTOSIHUSA U HYTPUTUBHOIO CTaTyca peOeHKa.

Ta6auna 8. MunuManbHbIH Oe3omacHbl ypoBeHb Oenka coracHo FAO/WHO/UNU 2007 B

3aBUCUMOCTH OT BO3pacTa

Bo3spact | r/kr/cyT
Minanenisl (Mec.)
1 1,77
2 15
3 1,36
4 1,24
Heru (r.)
05 131
1 1,14
15 1,03
2 0,97
3 0,90
4-6 0,86-0,89




7-10 | 0,91-0,92
[ToapocTku (T.)

11-16 | 0,88-0,92
B3pocsie (T.)

Crapue 16 \ 0,84-0,87

Ta6auua 9. CpenHecyToYHBIE HOPMBI (DU3HOIOTUYECKUX MOTPEOHOCTEN B SHEPTHH IS ACTEH

cormacao FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24okt 2001)
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Bo3spacr (mec.) DHeprus DHeprus
(xkan/kr) (kkan/Kr) sxeH
MYXK.
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 (r.)
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

Ipuiaoxenue A3.5 IorpeOHOCTD B JieHIIHHE M IJIMIHAHE V NAINEHTOB ¢ M30BAJIEPHAHOBOMN

anuaeMued B 3aBUCUMOCTH OT BO3PAacTa

Taﬁmma 10. MunumainbHas HOTpC6HOCTL B J'Ieﬁl.[HHe, TJIMIUHEC W KApHUTHHC Yy IMAIIUCHTOB C

M30BaNepPHAHOBON alMaeMueii B 3aBHCHMOCTH oT Bo3pacTa’ [9]
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B03paCT IMalfMCHTOB

CyTouHas noTpeOHOCTb

Jlennuu I'mnyn Kapuutun
Jletu TpyJHOTO BO3pacTta MI/KT' Macchl Teia
0 -3 mec 80-150
3 -6 Mmec 70-140
6 — 9 mec 60-130 150 150
9—-12 mec 50-120
Heru crapie 1 roga MI/CyT
14 rona 500-900
4 —7 ner 600-900 1400 1250
7—-11 ner 700-900
[ToxpocTku u B3pocibie MI/cyT
Heymku 11- 15 et 700-900 - -
HeBymku 15- 18 ner 620-820 - -
HeBymiku crapiie 18 net 620-820
IOnomm 11- 15 ner 1100-1500 - -
IOnomm 15- 18ner 1100-1500 - -
HOHomm crapme 18 ner 1000-1400

lueroTepanus mpu HACTEACTBEHHBIX OONE3HSAX AMHHOKHCIOTHOTO oOMeHa .MeTommdecKkoe

nucbMo. MockBa 2013r.97 c.

Taoauna 11. Koaddurment kouBepcuu nermHa

3amMmeHa JIeNIHAa OeKoM

1r. 6enka =70Mr Jeinnaa

I'pynna npoaykToB KO3 PUIHEHT
DpyKTHI 35

Osomm 53
Kaprodenbhbie 66

TPOYKTHI

Mosoussle npoaykTel | 104

Xi1ed 81

3€pHOBBIE TPOAYKTHI 79

MisicHBIE TPOTYKTHI 90

Pacuer CYTOYHOI'0 KOJMYCCTBA Ocnka I IeTeu MEpBOTO IrojJga XU3HU IMPOBOAUTCA UCXOOA U3

HOpM TOTpeOneHuss Oenka st 3A0poBBIX jereld. [lamumentam crapme 1 roma chemyer

OPHUEHTHPOBATHCS Ha 0€30IMACHBI YPOBEHBb MOTPEOJICHHs O€Ka M TOJIEPAaHTHOCTH TMAallUeHTa K

numeBomy Oenky (cM. npuiioxkenne A3.4)

Ipuiaoxenue A3.6 Cnenuaju3supoBaHHbIE NPOAYKTHI HAa OCHOBE AMHHOKHCJIOT 0e3

Jeiinmnual

Tabmuna 12. Cneunann3upoBaHHbIE TPOTYKThI TUTAHUS
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HaumenoBanue benok Kup, VYrneBonbl, | DHepreTuveckas Bo3zpacr
MPOAYKTa (3kxB.) T r r LIEHHOCTb, KKaJ MIPUMEHEHUS
«Hytpuren 14 - 14 23 50,4 ot 0 1o 1 rona
leup****

«HyTtpuren 20 20 18 50,2 cTapiie 1
leup**** roaa
«HyTpuren 40 40 13 31,1 cTapiie 1
leup**** rojaa
«HyTtpuren 70 70 0 4,0 crapiie 1
leup**** roaa

LnpomyxTsI 3aperucTpupoBansl Ha TeppuTopur rocynapcts Tamoxkennoro Corosa.

Hpuaoxenue A3.7 I[IpuMepHBLIA CYTOYHBLIN HA0OP NPOAYKTOB IS NAIMEHTOB C

M30BAJEPHAHOBON anyuaeMuei

Tabauua 13. IlpumepHBIi CyTOUHBI HA0OpP NPOIYKTOB,

€ro XHUMHYECKHUU COCTaB U

OHEPIreTUICCKasA HCHHOCTb AJIA z[eTeﬁ JOIIKOJIbHOI'O BO3pacTa € HSOBaHCpHaHOBOﬁ aruaeMuei

[TponyxTsl Kommnuectso, XHUMUYECKUHU COCTaB, T DHEpProieHHOCTh,
r (M) OeIKn JKUPBL | YIJIEBOJBI | KKaJl

Xi1e0 140 1,06 3,5 84,2 378
HHU3KOOEJIKOBBIN
Xnebo0ynouHbIe 30 0,23 2,7 19,4 105
W3 ICIHS
Cyxas CMecCh 54 0,87 1,8 50 79,3
HHU3K00EIKOBast
Bepmumiens 13,7 0,12 0,08 11,2 47,9
HHU3KO00EIKOBast
Kpyna 25 1,7
HHU3K00EIKOBast
Cyxoit 24 50 17,2 114
0e30€eIKOBEIN
HAIIUTOK
Macio cauBo4YHOE 20 0,1 16,5 0,16 149
Macno TomieHoe 10 0,03 9,8 0,06 88,7
Macino 15 14,9 - 134,8
pacCTHTEIBHOE
Caxap 30 - 29,9 113,7
Bapenne 20 - 14,0 56
Kaprodensb 100/70 1,4 0,28 11,4 56
Kanycra cBexas 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 48 25,8
Csekna 60/48 0,72 0,05 4,32 20,2
Kabauku 25/19 0,12 0,06 1,0 4,75
Orypiisl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
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ITomu0pbI 15/13 1,3 0,03 0,49 3,0
Tomar-niacra 8/7 0,35 - 1,33 7
JIyk penmyatbrit 5/4 0,05 - 0,32 1,45
Kiroxsa 10 0,05 - 0,38 2,6
Coxku 100 0,5 - 11,7 47
DPYKTHI CBEKHE 200/170 0,9 0,5 16,6 78,17
OpyKTHI Cyxue 10 0,3 - 5,05 22,7
3a cyeT 9,5 70 258 1700
HATYPaIbHBIX

POJIYKTOB ITUTAHUS

Hu3k00enKoBbIif palMoH NHTAaHWS B3POCHBIX IAIlIEHTOB COCTOMT W3 KPYIH, CHEIHAIBHBIX
HU3KOOEIKOBBIX POAYKTOB, (PPYKTOB U OBOIIEH, IMUPOKOTO aCCOPHUMEHTA PACTUTEIBHBIX Macel,
claJoCcTe.

IIpu sTtom paspemaercs cBOOOAHO (0€3 cleuuadbHBIX PACUYETOB) MCIOIb30BaTh CBEXKHUE,
3aMOpPO’KEHHbIE MM KOHCEPBHUPOBAaHHBIE (PPYKTHI M OBOIIY C COAEp)KaHHEM Oeika MeHee | r Ha
100. I'lpu BkITIOYEHNH B TUTaHUE (PYKTOB HIIM OBOILEH ¢ copepkanuem Oenka 6omnee 1 v/ 100 r
KOJIMYECTBO OeJIKa B HUX JIOJDKHO YYUTHIBATHCS.

Ipuao:xkenne A3.8. PaciuudpoBka npumMeyaHuii

** — mpenapaT BXOJUT B MEPEUYEHb KU3HEHHO HEOOXOIMMBIX M BaXXHEHIIMX JIEKAPCTBEHHBIX

npenaparoB (Pacnopspkenne I[lpaBurensctBa PO ot 12.10.2019 Ne 2406-p «O0 yTBepKIaeHUU
MepeyHs KU3HEHHO HEOOXOAMMBIX M BaXHEHWIIMX JIeKapCTBEHHBIX mpemapaToB Ha 2020 ron, a
TaKKe TepeyHeld JIEKAPCTBEHHBIX MpenaparoB s MEIUWLHUHCKOTO MNPUMEHEHUs U
MHUHHUMAJIbHOTO aCCOPTUMEHTA JIEKAPCTBEHHBIX IMpenapaToB, HEOOXOAMMBIX JUIsI OKa3aHUs

MeAMIMHCKON omou», Pacniopspkenue [IpasurensctBa PO ot 23 Hos6pst 2020 r. Ne 3073-p

# - npumenenue off-label — BHe 3aperucTprpoBaHHBIX B HHCTPYKIIUH JICKAPCTBEHHOTO CPEICTBA
MOKa3aHUN OCYIIECTBIISICTCS IO PEIICHHIO BpaueOHONW KOMHCCHUM, ¢ paspemeHus JlokaabHOTO
ATHYECKOTO KOMHTETa MEAMIIMHCKOW OpraHn3anuu (MIpU HAIMYHN), C YCIOBHUEM TOANKUCAHHOTO
UH(GOPMHUPOBAHHOTO COTJIACUS POAUTENEH (3aKOHHOTO IMPEJICTABUTENsI) U MallueHTa B BO3pacTe
crapue 15 ner;

**% - MEAMIMHCKOE WU3JeNne, HMIUIAHTUPYEMOE B OpraHM3M YeJoBeKa IpU OKa3aHUU
MEIUIIUHCKOW TIOMOIIM B paMKaxX MpOrpaMMbl TOCYAAPCTBEHHBIX TapaHTUH OecIuiaTHOTO
OKa3aHMs IpaxkJaHaM MEJIULIMHCKONW TOMOIIY;

FIXE - cHenMaTU3UpOBAaHHBI MPOAYKT JIEUeOHOTO MUTAHMSA, BKIIOYCHHBI B IepeueHb
CHELHMATU3UPOBAHHBIX MPOAYKTOB JedyeOHOro mnurTaHus s Jerei-unBanuaoB (Ilepedyens

CHEUAIM3UPOBAHHBIX MPOAYKTOB JIEUEOHOro MUTaHUS g JeTei-uHBanugoB Ha 2021 rog,
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YTBEPKICHHBIN pacriopsbkeHueM [IpaBurenscrBa Poccuiickoit deneparuu ot 7 aexadps 2020 r.

Ne 3242-p).
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IMpunoxenue B. Uudopmanus 11 naumeHra

Yro Takoe H30BaJepUaHOBast auAeMus (auuaypus)?

W3oBanepuanoBas anuaeMus (auumgypusl) — HaclENCTBEHHOE HapylleHue oOMeHa
aMMHOKHUCIIOT. BpI3BaHa ne(uUIUTOM MUTOXOHApPHAIBHOrO (epMeHTa u3oBaiepuii-KoA-
nerugporenassl (IVD), uto npuBoAUT K HaKOIUJIEHUIO IPOU3BOAHBIX N30Banepui-KoA.

Kak nposiBisiercst n30BajiepuaHoBasi auaypus?

W3oBaneprnaHoBass anuaypus MOXKET TMPOSIBIATECA B pa3HOM BO3pacTte - OT
MIIaZileHYecTBa 10 Aerckoro. Ilpum 3ToM 3a0o0jeBaHMM HaKaIIMBAIOTCA TOKCHYHBIE BELIECTBA,
KOTOpBIE OKa3bIBAaIOT BO3JICHCTBUE Ha KJIETKM HEPBHOM CHCTEMBI, MOJKEIYAOYHON XKeje3bl U
cepAeyHON MBIIEL. Y peOeHKa MOXKET HaOJII0JaThCs CUMITTOMBI, HATOMUHAIOIINE OTPaBJICHUE
(MHTOKCHKAIIMIO) - YacThle CPBITMBAHUS, PBOTA, OTKA3 OT €/Ibl, MbILIEYHAasl ClIab0CTh, BSJIOCTb,
CYJOpOI'M, TMOBBIIICHHAs COHJIMBOCTb. XapaKTepeH, OCOOEHHO B MEPUOJbl METa0OIMUYECKON
JEKOMIICHCAIIMH, OCOOBIH 3arax OT Tejla M YIIHOW cephl, HAITOMUHAIOIIUH 3arax ChIpa WU MO0Ta.

Haunbonee omacHbIMU TSI KU3HH COCTOSIHUSIMH, BEAYIIIUMU MIPH OTCYTCTBUH JICUCHHS, K
HEOOpaTUMBIM MOCJHEJICTBUAM BIUIOTh A0 JIETAJIbHOIO HCXO/A, SBISIOTCS «METaboIMYecKue
Kpu3bl». B 3TH nepuo/ipl MOBHIIAETCS KOHLIEHTPALUs] OPraHU4eCKUX KUCIOT B KPOBH, AMMOHMUS,
M3MEHSETCS KUCIOTHO-ILEI0YHOE COCTOSIHUE KPOBHU, HAPYIIAETCSl JHEPTeTUUECKUI OOMEH.

Kpusbl 0OBIMHO MPOBOLUPYIOTCA TAaKUMU HEONAronpusTHbIMU (aKTOpaMHu, Kak
HapylIeHHe JUeThl, NpeHeOpeKeHHe Ha3HAUYEeHUSIMU Bpada, BHUPYCHblE U OaKTepHalbHbIE
UHQEKINH, CTPECCOBBIE CUTYAIH, TPABMbI U, XUPYpPrHYECKHE BMEIIATENbCTBA, SMOIIMOHAIbHbIE
1 (PU3UYECKU HATPY3KH.

[IpenBecTHUKaMM KpH3a SBISETCS CHUKEHHE HMOLMOHAIBHOTO TOHYCA, BSJIOCTb,
COHJIMBOCTb, Jajee peOCHOK OTKa3bIBaeTCs OT €bl, MOXKET ObITh PBOTA, BO3MOXEH IOJbEM
TeMIIepaTypbl, 0COOEHHO MpH Ae0r0Te MH(EKLIIMOHHOTO 3a00JI€BaHNs, BO3MOXKHBI Cy10pOTH.

HeotnoxxHoe 5eyeHne O4yeHb Ba)XHO, TaK KaK CYyIIECTBYeT BBICOKMHM pHUCK
HEBPOJOTMYECKUX OCI0KHEHHUM.

Kak nacienyercs u3oBajiepuaHoBasi auuaypus?

N3oBaneprnanoBas anuaypusl HacleQyeTcs 10 ayTOCOMHO-PELECCUBHOMY THUIY. DTO
3HAYUT, 4TO OOJIE3Hb NPOSIBIAETCS TOJBKO B TOM Clyyae, €Clid 00a pOAUTENs SBISIOTCA
HOCUTEJISIMU OOJIE3HU U, XOTSI CAMU OHU HE OO0JICIOT, Nepe1aloT peOeHKY J1Ba MOPaXKEHHbBIX I'eHa.

BonsmmHCTBO cemel, rae ecTh peOEHOK ¢ 3TUM 3a00JIeBaHUEM, HE CTAIKUBAINCH PaHBIIE C
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no00HoM nmpobiiemoii. Puck moBTopHOTO poXKaeHust pedbeHka ¢ IBA B cembe, T/ie y)Ke eCTh JIeTH
¢ 9TUM 3a00JIeBaHHEM, COCTABISET 25% Ha KaXKIyt0 OEpEMEHHOCTb.

Bpatbs u cectpsl pebenka ¢ IBA, MOryT Takke UMEThb 3TO 3a00JIeBaHUE, JaKe €CIu Y
HUX Ha MOMEHT JUarHOCTUKU 4YJICHOB CEMbM HE ObUIO CHUMITOMOB. B naHHOM ciydae
HE00X0MMO IPOBECTU AUArHOCTUKY, YTOOBI KaK MOXHO paHbIIE€ HayaTh TEPANUI0 U U30€XaTh
OclOXHEHUH. Takke OHM MOTYT OBITh HOCHTEISIMH, KaK MX pOIUTENH. YTO Kacaercss Ipyrux
YJICHOB CEMbH, TO UM BaXXHO COOOIIUTH, YTO OHU MOTYT OBITh HOCUTEJIIMU. DTO 3HAYUT, YTO U Y
HUX €CThb PUCK POXKJIEHUs peOeHKa C JaHHBIM 3a00JI€BaHUEM.

Bce cembu ¢ 10JDKHBI 0043aTeNbHO MPONUTH MEAMKO-TEHETHUECKOE KOHCYJIbTHPOBAHUE
U TIOJIYYUTh HOJHYIO MH(POPMALMIO OT Bpaya-Te€HEeTHMKa O PHUCKE IOBTOPHOTO IMPOSBICHUS
JAHHOTO 3a00JIeBaHUS B CeMbe, OOCYIUTh CO CIIEHUAIMCTOM BCE BOIPOCHI, CBSI3aHHBIE C
HacyieoBaHueM 3aboneBaHus. B Poccum menuko-reHeTMuecKrne KOHCYJbTaluu padoTaroT B
Ka)KIIOM PETHOHE.

C npenpr0 IpoBeNEHUS IPEHATAJIBHOM W NPEUMIUIAHTAMOHHOM  JMarHOCTHKYU
CYNpPY’KECKON mape MpelBapUTEIbHO HEOOXOAUMO MPONTH 00CIeIOBaHWE HA  HOCHUTEIbCTBO
myTtauuii B rene 1VD , oOpaTuBLINCH B ClieHUAIM3UPOBAHHBIE 1MAarHOCTUYECKHE J1abopaTOpuu U
MEAMLIMHCKUE LEeHTpbl. [IpeHaranbHas IMarHocTUKa MPOBOJUTCS MOJEKYJIAPHO-TEHETUUECKUMU
meronamu, nyreM uccienoBanus JHK, BbinenenHod u3 OuonraTta BOPCHH XOpHOHA W/HWIU
KJIETOK aMHUOTHYECKOM >KUIKOCTH U/UJTU TJIOHOM KPOBH.

Kak ycranaBimBaercsi IMarHo3 H30BaJepPUAHOBON anuaypun?

Ha ocHOBaHMM KIMHUYECKMX CHUMITOMOB Bpad MOXET 3aloJO3pUTh [UarHo3 u
OTIIPaBUTh TalMeHTa Ha JabopaTopHOoe o00ciIe0BaHue. MetooM TaHIEMHOM Macc-
CHEKTPOMETPUM B KPOBH OIPENEISIOT ypOBEHb TaKUX COEIUHEHHH Kak KapHUTHUH,
AlWIKaPHUTUHBL M aMHUHOKMCIOTHI, C IOMOIIbIO MeETOJla ra3oBOM Xpomarorpapuu Macc
CIEKTPOMETPUEN — YPOBEHb OPraHMYECKUX KUCIOT Moud. IIpm  m3oBaneprnaHoBoW anunypuu
HaOJrofaeTcsl TOBBIMIEHHME B KPOBHM KOHIEHTpauuu u3oBanepuikapHutuHa (C5), yacto
noBbIlIeHb! cooTHOIIeHHe C5/C2 U nHOrJa ypoBeHb INIMIIMHA. B Moue BBIABISIOT MOBBIIICHNE
KOHIIGHTPAllUM  M30BAJIEPUAHOBOM  KHCJIOTHI, 3-THAPOKCHM30BAJIEPUAHOBOM  KHCIOTBI U
W30BaJIEpUITIUIMHA. [lanieHTaM C  BBIIBJICHHBIMH OHMOXMMHUYECKMMHU HW3MEHEHUSMH,
XapaKTepHbIMU Il M30BAJEPUAHOBOM AalMAypHUH, IJs MOATBEPXKACHUS IHMAarHo3a IpPOBOJAT
MOJIEKYJIIPHO-TEHETUUECKOE MCCIIEIOBAHUE C 11EIbI0 BhIsiBIIeHUs MyTaruu B Tere 1VD. OObryHO
JUTSL 3TOTO TIPUMEHSIOT UCCIIEIOBAHNE C TIOMOIIIbIO TAPT€THHIX TEHETUYECKUX MaHeseH.

Kak jieyaT nanmeHToB ¢ N30BAJTE€PUAHOBOI aluaypueii?
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OCHOBHBIMU METOAAMU JICUCHHS N30BAJIEPUAHOBOM allUypHUHU SIBIISICTCS IUETOTEpaIys 1
Ha3Ha4Y€HHE CHEUAIbHBIX JIEKAPCTBEHHBIX MIPENApaTOB, KOTOPBIE MO3BOJISAIOT CHU3UTh BIUSHUE
TOKCHYHBIX METAa0OJIMTOB HAa OPraHW3M M TO3BOJIAIOT MM JIerde BBIBOAUTCS C MOYOM.
Jluerorepanus 3aKirodacTcs B OrPaHMYEHMM IIOCTYIUIEHUs Oelka M TeX aMMHOKHUCIOT,
MeTab0IM3M KOTOphIX HapyleH. Co3aHbl ClielUuaIn3ipOBaHHbIE JIeYeOHbIE CMECH AJISl TUTaHUS
Jere  pasHoro Bo3pacta. IIpu  wW30BamepuaHoBOM  aUMAypud  MAUMEHTHl  JOJIKHBI
IPUIEPKUBATHCA JTUEThl, COCTOSIIEW M3 IMPOJAYKTOB C HHU3KUM COJEp)KaHHEM JeinuHa. Bpau
COCTaBMT IUJIaH IUTAHUSA, COAEPKALINM HE00X0AUMOE KOIMYECTBO OelKa, MUTAaTEeIbHbBIX BEIIECTB
U SHEpruM. DTOro IUIaHa NMUTAHUA CIeAyeT NPUIEPKUBATHCA HAa MPOTSIKEHUM BCEH KU3HM.
Bpau-reHetuk u Bpau-AMETOJIOT MOMOIYT PacCUMTaTh TUETYy, NPAaBUIbHO BBOAUTH NPUKOPM U
HayyaT OCHOBHBIM IIpaBHJIaM AUETOTEPAIIUU.

Taxxe npu n3oBajgepruaHol auuypy Ha3HAYaroT IJIMIUH U JIEBOKAPHUTHUH. [ JTUIUH - 3TO
aAMHHOKHUCIIOTA, KOTOpasi HOMOTaeT OpraHu3My M30aBIsAThCA OT U30BAJIEPUAHOBOM KUCIOTBL. IJTO
MOYKET [TOMOYb IPEJOTBPATUTH META00JINYECKHE KPU3HUCHI.

JleBOKapHUTHUH - 3TO OE30MACHOE U HATypajbHOE BEILECTBO, KOTOPOE MOMOTaeT KJIETKaM
BbIpa0aThIBaTh SHEPIUI0. DTO TAKXKE IOMOraeT OpraHu3My H30aBUTHCS OT M30BAJIEPUAHOBOM
KHCJIOTBI M IPYTUX BPEIHBIX BEILECTB.

He npunumaiite kakue-nubo JiekapcTBa WM J100aBKH, HE MOCOBETOBABILUCH C BalllUM
BpauoM. KpaiiHe BaxXHO cOoOJI0/1aTh BCE PEKOMEHAALUN Bpadyel, 4ToObl MaKCUMaIbHO U30€KaTh
Pa3BUTHS METAOOIMYECKUX KPU3OB.

Kak sieuaT manueHTOB B Nepuox MeTad0IHMYeCKOro Kpu3a?

CrnenyeT BpeMEHHO NpeKpaTuTh noTpebneHue Oenka (Ha 24-48 uacos). [lomHOCTBIO
OTMEHHUTH OEJIOK HEBO3MOXKHO, TaK KaK OpraHU3M HYK/IaeTCsl B OCTYIUICHUU OEJIKa U €ClIU €ro
OyJeT MOoCTynaTh HEAOCTATOYHO aKTUBHUPYIOTCS MPOLIECChl KaTadosIn3ma.

Jloma mpu TepBBIX MpHU3HaKax 3a0oyieBaHUs, OCOOEHHO KOrja y peOeHKa CHUXKEH
anmneTuT (HampuMep, MpH MPOCTYJle, TPUIIONOAOOHBIX CHUMITOMAaX, BUPYCHBIX HH(EKLUsX,
T00BIX 3a00JIEBaHUAX, CONPSIKEHHBIX ¢ Temmneparypoil >37 °C, TOH3WUINTE, TaCTPOIHTEPUTE)
clielyeT HayaTh TEpaIuio 10 MpeA0TBPAIllEHUI0 pa3BUTHs Kpu3a. Eciu ponuTenu He yBepeHbI B
NOSABICHUM Yy peOeHKa MEepBBIX NPU3HAKOB MNpHOIMKaronierocs 3adoneBaHus (OJI€AHOCTS,
COHJIMBOCTb, Pa3/JpakKUTENbHOCTh, MOTEPs alllleTHTa, JIMXOpajKa, rojoBHas 00k, JIOMOTa U
oOurast Oosb, Kamenb, 00Jb B ropje WM yIIax), TO B KAa4eCTBE MeEpbl IPEIOCTOPOKHOCTU
peOeHKy clieAyeT JaTh BBIMIUTH pacTBOp oAMH pa3. CaMbIMH paHHUMH IpHU3HAKaMU OOBIYHO
SBIISIIOTCSI HE3HAYUTEJbHBIE H3MEHEHHS B IOBEJICHUHM, KOTOpPbIE OOBIYHO JIETKO 3aMEeYaroT

pPOAUTECIIN. Ecmu peGCHOK OTHOCHUTCIIBHO 300POB U Yy HCTO HCT PBOTHI, 4 TOJIBKO c1a00CTh U
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HeOOJbIIasi COHJIMBOCTh MOXHO MOUTH €r0 4epe3 POT pacTBOPOM ITOJIMMEpa TIIFOKO3bI YaCThIMU
npoOHbIMH TopumsiMu  (Tabnuua 14). To4HBI peuentT/KOHLIEHTpANusl MoJIMMepa TIIFOKO3BI,
pPEKOMEH/IOBaHHAsA Ui KaXJI0ro peOeHKa OTIMYaeTcs, Hy>)KHO y3HaTh y JICHallero Bpaya 4To
MMEHHO MOJXOJUT BameMy pedeHKy. HeKoTopbIM IeTsM He HpaBUTCS BKYC IOJMMEPA TIIIOKO3HI,
U OHHM NPEANOYHMTAIOT HAIMTKH, KOTOpPHIE MPOJAIOTCS B CyllepMapKeTax, HO KOHILEHTPALUH
yIJIEBOAOB B TaKUX HamuTKax Hike. [loKymaemple HamUTKH HYKHO TPHUMEHSATh C
OCTOpPOXKHOCTBHIO. HU3KOKanopuiiHble HANMWTKHU, HAOUTKH Oe3 100aBieHHUs caxapa Cojaep)kar
OYEHBb MaJIO MJIM BOBCE HE COZIEPIKaT yIJIEBO/IOB, IO3TOMY UX HE CIIEIYET MCIIOIb30BaTh.

C mosiBICHMEM IEPBBIX NMPU3HAKOB META0OIMYECKOro KpW3a, HE JOXKHIAACh NMPUX0na
Bpaya, CleAyeT MPEeKpaTHTh mpueM Oeika (Ha 24, makcumyM Ha 48 yacoB)!, yBennuuTh 103y
nepopaibHoro (uepes por) #ineBokapuutuHa 10 200 MI/KIr/CyTKH U B 2 pasa 703y IIIHIHHA.

Tabmuna 14. O6beM MaTbTOIEKCTPUHA IPU PA3BUTHH META00IMIECKOTO KpU3a
https://webgate.ec.europa.eu/chafea_pdb/assets/files/pdb/20101201/20101201d09-
00_Ift_gb_ps.pdf

Bospact (1er) | % ManbTomeKcTpuHa kKan/100mmn O6beM (mI1) B I€HDb Yepes
pot

Jo 0,5 10 40 Muanmansao 150 Mi/Kr
0,5-1 12 48 120 Mur/xr

1-2 15 60 100 mu/kr

2-6 20 80 1200-1500 M1 B cyTKH
6-10 20 80 1500-2000 m1 B cyTKH
Crapme 10 25 100 2000-2500 mi1 B cyTKH

3areM B TedyeHHE 1—2 4YacoB HYKHO DPEryJSIpHO OLIEHHMBATh KIMHHUYECKOE COCTOSIHHE
pebeHka.

Ecnmu y pebGeHka MOCTOSIHHAs PBOTa M €My HE CTAHOBHTCS JIYYIIE, POJIUTEINSIM CIIEIyeT
HEe3aMeNTUTETLHO OOPaTUTHCS B OOJIHUILY ISl 00CIIETIOBAHUS.

Bpauam ckopoif momou HeoOXOAMMO MepelaTh BBIIUCKY C 3aKIIOUEHHEM U
pPEKOMEHIallMsIMU Bpayda o Tepanyy B Iepro]i METa00IMYECKOT0 KpH3a.

Popurtensm HyXHO B3SIThb C cOOOW B OOJNBHMILY BCIO MHPOpPMAINIO 00 HCIIOJIb30BAHHBIX
pacTBOpax | JKEJIATEIIbHO CaMH PacTBOPHI.

Kakoii Hy:XHO NpPOBOIMTH MOHHUTOPHMHI /UISi NAIMEHTOB C H30BAJEPUAHOBOM
anuaypuen?

Heo6xoauM MynbTUAMCHUIUIMHAPHBIA MOAXO0J K HAOMIOJCHUIO U JICUYSHHUIO MAI[HEHTOB C

M30BaJIepUaHOBON aluAypHel creuuaiucTaMyd pasHbIX npoduied ¢ nenbio obecreueHus
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KOMIUIEKCHOW TEpanuy U CBOEBPEMEHHOM €€ KOPPEKINH MPU HEOOXOAUMOCTH. J{Jisi marueHToB ¢

M30BaJICPUAHOBON alUAypHe HEOOXOAMMBI peryisipHble oOcnemoBaHusi. B Ttabmume 15

IIPUBEJICH IPUMEPHBIA IIEPEUYCHb U PETYJSAPHOCTh MCCIECNOBAaHUN, HO B KaXJOM CJIydae BbI

JOJIDKHBI COTJIaCOBBIBATH ITJIaH O6CJ'I€,Z[OB8.HI/I${ CO CBOHMM JI€HAIllM BpadyoM.

Tabnuma 15. PerynsipHocTh 00ciieIoBaHU TTPU U30BAJICPHAHOBOM allTyPHUH

Hccneoosanue

uHmepean

Koppexyus ouemomepanuu (nposoosim epavu-

2eHEeMUKU WU 8PAYU-OUCTNONIOSU)

1 p/mec na 1 200y acusznu, oanee 1 p/3 mec u
no nokazawusam 0o 3 aem, 1 p 6 mec nocne 3

jaem

Yavmpaseyrkosoe uccnedosanue

(V3H)

0p2an06 OPIOWHOU no10CMU

B cpeonem, 1 paz 6 200

Ilposedenue snexkmposnyegpanocpaghuu (331)

B cpeonem, 1 paz 6 200

npoe‘edeHue OUOXUMUYECKO20 AHAIU3A Kpoeu

o6memepane6muqecmzo

Kadicovle 6 mecsayes nayuenmam 0o 6 Jem,
Kaxcovle 6-12 mecayes nayuenmam cmapue 6
Jnem. Ho 6 nepuoo unghexyuonmvix
3abone6anuil, npu yepose MemadoauiecKkoco

Kpusa — e pexce 1 paza 6 7-10 onet.

Obwuil (KIuHUYecKull) aHau3 Kpoeu

He pedxce 1 paza 6 200

Hccnedosanue yposHs c60000H020 KApHUMUHA
U  ayurkapHumunog 6 kKpoeu, Kommniexcnoe
onpeoeneHue  CO0ePIHCAHUST  OP2AHUYECKUX
kuciom 6 moue, Komniexcnoe onpedenenue
COOEPICAHUSL OP2AHUYECKUX KUCTOM 6 Moue
MEMOOOM MAHOEMHOU MACC-CReKMPOMEMPUU,
Komnnexc uccnedosanuti 0ns ouacHocmuxu
Hccneoosanue

OpeaHudeckux — ayuoypui,

AMUHOKUCTIOM U Memaboaumos 6 moue

Kaxcovle 6 mecayes nayuenmam 0o 6 jem,
Kadicovie 6-12 mecayes nayuenmam cmapuie 6

Jiem. Ho 6 nepuoo ungexyuonmnvix

3aboneeanuii, npu yzpoze MemadoIuiecKo2o
Kpu3a — He pedice 1 pasa ¢ 7-10 ouetl vacmoma
OuHamuke 3asucum

UCCNE006AHUN 6 om

eospacma: uawe y Oemeu 0o 1 200a

(edcemecayno) u  Oemeli  paHHe20 U

OOUIKONILHO20 eospacma.

Kapouonoeuuecxoe obcreoosanue
(OKT, DXO-KT)

B momenm ouaznocmuxu 3a001e8anus,
Hanee, 6 cpeonem, 1 pas 6 200

Kak nanuentsl moJy4yaror Jiedenue B Poccuiickoii ®@enepauun?

N3oBanepranoBas anuaypus OTHOCUTCS K YMCIY PEIKHX HACJIEICTBEHHBIX OoJie3HeH

oOMeHa BEIECTB U BXOJAUT B NepedeHb peakux (opdaHHbIX) 3a00J€BaHMA, JIeUeHUE KOTOPHIX

MMpOBOAUTCA 3a CUCT CpCACTB PCTrUOHAJIBHOI'O 6IOI[)KCT8.

ITocne YCTAHOBJICHHUC OHWArHo3a
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HEO0OXO0JMMO BKJIIOYEHHE MAlMEHTa B PETMOHANBHBIN CETMEHT PETUCTpPa MO KUZHEYTPOKAIOLIUM
penkum (opdaHHBIM) 3a00€BaHMSIM, C IEIbI0 JallbHEHIIEro oOecredeHus HEeoOXOIMMbBIM
Je4eOHbIM IUTAaHUEM U JIEKapCTBEHHBIMM IpenaparaMu. B pasHbBIX permoHax 3a BEIEHHUE
pEerucTpa OTBEYAIOT Pa3HbIE CIELUATNCTHI, HO Yallle BCEro 3TO BpayH-T€HETHKHU, [T03TOMY I1OCIIEe
YCTaHOBJICHHS IMAarH03a 00s3aTeNIbHO HYKHO 00paTUThCS K pErHOHAIbHOMY Bpady T'€HETHKY.

Kak MoryT nomorarhb poaHsle u 6s1u3kue?

He 3a0piBaliTe — OT ceMbM TaKkKe 3aBUCUT ycmex JjedeHus. HyxHo cobmomars
pPEKOMEHIallMi, HU MPU KaKUX YCIOBHUSX HE JOIMYCKaTh «CPHIBOB» B JHETOTEPANUHU, CIETYET
yAENSATh BHUMaHUE peadWIMTalMU U IJIAHOBBIM 0o0ciieoBaHUsIM. Bce 4ieHbl ceMbH JOJIAKHBI
3HATh, YTO PEOCHOK HYKIAETCsl B 0COOOM MUTAHUU U OIU3KUE POJCTBEHHUKHU JIOJKHBI OCBOUTH
HaBBbIKU pacyeTa JUETHI.

Popurenu nmanpeHTa ¢ M30BAJIEPUAHOBOM allUIypUEH, a B JAJBHEUIIEM M CaM MalUeHT
JTOJKHBI OBITH OOyYeHBI MpaBWJIaM OpPraHU3allii TEPaluyd B MEXIPUCTYIHBIA MEpPHOJ U B
NEePUOJ YIpo3bl META00IMUECKOTr0 KpHU3a.

VY pebGenka npu cebe Bceraa M0JDKHA HAXOJUTHCS MaMITKAa C YKAa3aHHEM HEOTJIOXKHBIX

MEPONPUITHI B IEPUOJ HAUMHAIOLIETOCSI METa0O0JINYECKOTO KpH3a.
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Ipuaoxenue B2. Ilpumep «IKCTPEHHON MAMSATKI»

JKCTpEeHHAs MaMATKAa

Baumanmue! IIanuenT yrpoxaem 1o PpasBUTHIO OCTPOro MeTa00JIMIeCKOro Kpu3a,

CBA3AHHOTO C HACJICACTBCHHbBIM 3a00J1eBaHNEM.

1.

2.

HpI/I3HaKH JCKOMIICHCAIIUM .

YTHETEHUE CO3HAHUS;

BSUIOCTb, CJIa00CTh, COHIIUBOCTD;

MOSIBJICHUE WJIM YCUJICHUE CYJIOpPOT;

OECITOKOIHOE TIOBEICHHE, TNIAKCUBOCTD;

HapYIICHUs BCKapMJIMBAHUS, YACThIe CPBITUBAHUS, PBOTA;
MTOBBIIIEHHOE ITOTOOTACIICHUE

M3MEHEHUE MBIIIEYHOTO TOHYCA.

0COOBII1 3aMax «ChIpa», «IMOTHBIX HOTY OT Tella

Ilokazanus k cocnumanuslauuu:

- IIpM3HAKHU JCKOMIICHCAllMH,

- MHOTOKpaTHasi pBOTa, Juapes;

- UH(EKIMH C BBICOKON JTMXOPAIKOM;

- 00€e3BOKHUBAHUE.

3.

Ilnan peiicrBuA:

IIpu nono3peHun Ha MeTa00IMYECKUIT KPU3:

3.1. CyrouHas KaJJOpUHHOCTh paloHa yBeauanBaercs Ha 25-50%.

3.2. VYBenuuenue Oenka Ha 120% oT OOBIYHONM HOPMBI 3a CYET UCIOJIb30BAHUS

CIICNUAJIN3UPOBAHHBIX CMeceil Ha OCHOBE aMHMHOKHCIIOT HE COACPpIKAINUX JICHIIUH.

3.3. OrpannunThb nocryruieHue jueinraa Ha 50% uian yopaTh MOJHOCTBIO B 3aBUCHMOCTH OT

CTEIEHU ITPOSIBIICHUS] CUMIITOMOB Ha 24-484.

3.4. o0ecnieuuTh YacThie KOPMJICHU A HEOOIBIITUMU nopuusAMU B TCHCHUC 2449acoB.

3.5. HpI/I HAaXOXXACHUU TMAalUCHTAa JO0Ma, YBCIWUYHUTH HOTpC6J'ICHI/Ie YIJICBOAOB  IUJIA

BOCTIOJTHEHHSI KaJOPUMHOCTH 3a CUET pacTBOpa JAEKCTPO3BI™* MM MalbTOJEKCTpUHA (MpU MX

OTCYTCTBUH — CJ'Ia)IKI/Iﬁ KOMIIOT, KI/ICCJ'H))
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Tabmuma 16. CooTBeTCTBHE MEXTYy BO3PAaCTOM PEOCHKA M JTO30HM JIEKCTPO3bI I IHTEPATLHOTO
MIPUMEHEHUS NP TI0I03PEHUN Ha METa0OJINYECKHI KPHU3

[24]
BO3pacT P-p nexcrpo3ssl (%) Ho3a Ho3a DHeprus
MJI/KT/4 mi/Kr/cyT KKaJI/Kr/CyT

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

3-61. 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

OO6muit 00beM pazaensercs Ha 12 TprUeMOB M BBOAMTCS KaXKble 2 Jaca.

3.6. HpI/I HCEBO3MOXHOCTU OCYHICCTBIIATE, IMIOAACPIKUBATEL IIEPOPAJIBHOC KOPMIICHHUEC, YCTAHOBUTDH

HaSOFaCTpaHLHbIﬁ 30HA.

3.7. Tlpum rocrnuranw3aluyd B CTAl[MOHAp, HAYaTh HEMpPEpbIBHYIO HHOY3ui0 p-pom 10%
JIEKCTPO3bI** U3 pacuera: HOBOPOXKIACHHBIC U ACTH 0 3-X JeT 10-12mr/kr/muH, oT 3 1o 10 ner

8-10 mr/kr/muH, crapuie 10 et 5-8 Mr/kr/MuH

3.8 KoHTpoJIb aHATN30B:
- KIIC, aneKkTponuTsl, aMMOHUI
- 001Ut aHANTU3 KPOBU
- OTIpe/IeNIeHNe KETOHOBBIX TEJl B MOYE
- ouoxumudeckuit ananus kposu (KOK, AJIT, ACT, ratoko3a, OunupyOun o011, mpsiMoH,
moueBuHa, kpeatunuH, [TT, D, obmmii Oenok, ansOymun, CPb, kamuii, HaTpui,
KaJIbLIUH, XJIOP)
- CTIEKTP aMHUHOKHUCIIOT U allUJIKAPHUTHHOB
4. BeneHue mamueHTAa MOCJe HEOTJIOKHOM CUTyaANM:
[TponomkuTh BBEICHHUE AEKCTPO3bI 10 CTAOWIM3AIMH COCTOSHUS, TOJ KOHTPOJEM TIIOKO3bI
kpoBu, KIIIC, ypoBHs neliinHa, BalliHa, U30JEHIIMHA B KPOBU
[Ipu KynupoBaHWHM CHUMIITOMOB METAaOOIMYECKON JIEKOMIICHCAIIMH, CHWDKEHWW 3HaYeHUU
JIeHIIMHA, BEICHUE TPOIYKTOB COACPIKAIINX HATYpaIbHBIM OCIOK M3 pacdyeTa Y4 HEOOXOIUMOTO
CYTOYHOTO O00bEeMa B MEPBBIA JeHb, Y2 - HA 2-3-U NIeHb, ¥4 - Ha 3-4-ii eHb, Janee B MOJTHOM

o0BeEME
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Ipuioxkenue I'l-I'N. IIkanabl oneHKH, BONMPOCHUKU M JPYyrue OMEeHOYHbIE
HHCTPYMEHTbI COCTOSIHMSl NALNUEHTa, IMPHUBEACHHbIe B KJIMHUYECKHX

PEKOMEHIAIIUAX

He npumenstorcs




