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Tepmunu H onpenesieHHus

MeraGoanuecknit  kpus — KPHTHIECKOE,  YrPOXKAIOWlee KH3HH — COCTOSHHE,
CHIPOBOLMPOBAHHOE HEGIArONPUSTHEIMH daKTOpamy, 00yCIIaBIHBAIOLIMMHE YCHITEHHE IIPOLIECCOB
KICTOYHOr0  KaTabonusMa ¢  oGpas’OBAHHEM  TOKCHYHELX IPOM3BOAHBIX JieHUWHA H
TPOABIIAIOMWEECS OCTPO BOIHHKIIEH SHuebanonaTHeii, aTaKCHEH, IPUCTYNaMH PBOTHL, TOHHKO-
KIIOHHYECKHMH CYIOPOTaMi.

I'emoananus — Meton Brenoueunoro OYHIICHHA KPOBH, BO BPEMsI KOTOPOTO MPOHCXOIUT
YHAICHAE U3 OPraHU3Ma TOKCHYECKHX MPOAYKTOB 0GMeHa BCINECTB, HOPMAU3aIHs HAPYIICHHU
BOZHOTO H JIEKTPOIHTHOrO GanancoB, mpu 3ToM ouMmEHHe KPOBH OCYIIECTBIIAETCS Yepes
HCKyCCTBEHHYIO MeMOPaHy ¢ IpHMeHeHHeM anrapara «MCKyCCTBEHHAS TOYKa.

Hepuroneansupiii muamns — metox BHETI0EUHOTO OYHIIEHHS KPOBH, BO BPEMs KOTOPOro
TPOHCXOIUT yAaJIeHHE H3 OPTaHM3MA TOKCHUECKIX TIPOAYKTOB OOMEHA BELIECTB, HOPMAH3AITHS
HapyINEHHH BOAHOTO U 3IEKTPOIHTHOTO U 0anaHcoB, IpH 3TOM OuMIIEHKe KPOBH IIPOH3BOJUTCH
32 CY€T CMEHB! CIENHMAIBHBIX PacTBOpOB B OpIONIHON ITONOCTH, a B KadyecTpe MeMOpaHbI

BBICTYITAET 6pIOIHPIHa IaIyucHTA.



1. KpaTkas undopmanus no 3a6oseBanuio mun COCTOSIHHIO (rpynme

3a00JieBaHuii HJIH COCTOSIHMIT)

1.1 Onpenenenne 3a6oseBanns HJTH COCTOSIHHA (rpvinsl 3a6oJieBaHHT HiIH COCTOSTHHI)

UzoBanepuanosas anumemus (auunypus) UBA — HacnencrsenHoe MeTabonnyeckoe
3abo0NeBaHue H3 TIPYNNEI OPraHMYeCKHX auuneMuit, obycnoBnenHoe MyTaumeii rema IVD,
Konupytomero ¢epmenT uzoBanepmi-KoA ACTHAPOreHasy, YTo NPHUBOAUT K HEJOCTATOYHOCTH

HJIH OTCYTCTBHIO €ro aKTUBHOCTH H HapyLIEHHIO pacnana Jeinuna [11.

1.2 IrHoJOrHS H nmarorenes 3a0oJeBaHus HJIH cocTosiHUA (rpynnel 3abogeBaHuii uan

cocroannii)

I/ISOBaJICpI/IaHOBa}I aluAaCMHus — AyTOCOMHO-PENIECCUBHOE 3360J'ICBaHHe, OGYCJIOBJICHHOC

MYyTallMsIMH T€Ha MHTOXOHAPHAIBHOrO (epMeHTa usosanepun-KoA-gerunporenassr (IVD),
TIPHBOZAIICE K €r0 HENOCTATOYHOCTH B MEYEHH, MOYKAX, CKENIETHBIX MpInax, ¢pubpobnacrax.
Jlokanmnsanus rena [VD - 15q14-q15 [2, 3, 4). Onucano 6onee 70 MyTauui rena IVD, Benymux x
passuTHIO 3a0oneBanus [3, 5, 6]. _

Henocrarounocts ¢epmenta pemer x HApYIICHHIO CHHTE3a 3-MeTHIKpoTOHHT-KOA 13
H3oBanepunn-KoA (nponykrts! xkaraGonusma NCHINHA), HAKOMICHHIO B TKAHAX M GHOJOTHUYECKIX
KHAKOCTSX OPTaHHYECKHX KMCIOT HPOU3BOMHEIX usosanepun-KoA (usoBanepuanosoit, 3-
THAPOKCHH30BAIEPHAHOBOM, 4-THIPOKCHH30BAIEPHAHOBO KHCIOT, H30BalepuiKapauTHHa (C5),
H30BAICPHIIITIMUME M Jp.); YTO OKAa3bIBAET TOKCHYECKOE IelicTBUe, IMaBHEIM 06pa3oM, Ha
HCHTPaIbHYI0 HEPBHYIO cucteMy (LJHC), meuensn, kocrHblit MO3T, 00yCNIOBIHBAaET pa3BHTHe
TSDKEJIOTO MeTafONIMYECKOro KETOANNN03a, BTOPHYHOH I'HIEpPaMMOHHEMHH, THNEPrIIMIHHEMHH,
ranep-/ranornukemMun. CHEACTBHEM BHICOKOH IOYeqHOi OKCKPEUHH H30BAICPHUIIKAPHATHHA
CIYXXHT BTOPHYHAs HEJOCTATOYHOCTD KapﬁﬁTnHa (cxema MeraGommyeckux mporeccos npu
H30BaJICPHAHOBON aLMAEMUH NPE/ICTABIIEHA B IIPHIIOKEHHH A3.2) [4].

B nocnenuue rogp! B pane crpan, nocre Brmovenns UBA B nporpammy neoHaTanbroro
CKDHHMHIA  METOZOM TaHIEMHOI Macc-cnektpoMerpud (TMC), mosBHIAcE BO3MOKHOCTE
AUATHOCTHKH GeCCHMNITOMHOIH (bOpMLi UBA. Onucauna nanbornee uacto BCTpeYaeMasi MHCCEHC-
MyTauns, 932C>T (p.A282V), xapaxTepHas mm GeccummnromHoit hopmst. TTpu xanmoit MYyTaluu
YacTHYHO COXpaHAETCsl aKTHBHOCTB (epMenTa. Oxnaxo ee BIMAHHE HA KIMHHYECKHH HCXOM M

HEO0XO0IMMOCTE B TEPAIHH 10 CHX nop muckyrabensHer [4, 5, 7).



1.3 InupeMuoorns 3aGoseBanus il cocrosinus (rpynnel 3a6oieBaHHiT WK COCTOSTHHIT)

3aboneBanye BCTpeYaeTCs B Pa3inuYHEX nonynanusx. Yacrora cpesu HOBOPOKASHHEIX B
crpanax Espomnst n CILA no pasuev ganusm coctasiser 1:60 000 - 1:150 000 [8]. B Poccuiickoif

d)enepaupm 4acToTa 3a60JIeBaHuS He onpenecieHa.

1.4 OcobennocTH KoXHPOBAHHS 3a00J1€BAHI HIH COCTOSTHHS (rpynnel 3atoaeBanuii wiH

cocrosinuii) no Mesxkavuapommoii CTATHCTHYECKOH KJIaccudukamuu GojesHeii i nmpooJeM,

CBAI3AHHLIX CO 3A0pOBhEM

E71.1 - ipyrue Bunst Hapymrenus o6MeHa aMHHOKHCIOT ¢ Pa3sBETBICHHOH LIETIBIO.

1.5 Knaccudnxanus 3a6oneBanus HJIH cocTossHus (rpynnel 3a60JdeBaHHi Wi COCTOSIHMI)

Brinensior Tpu ximnnueckue dopMer 3aGoneBamus: OCTpYyIO HEOHATaNbHYIO (GopMmy,
BCTpevaetcs y 60- 70% HalMEeHTOB, xponnqecxyro HHTEPMUTTUPYIOLILYIO ¥ 6eccHMnTOMHYIO [4,
7,9].

1.6 Kﬂﬂllll‘leCKaﬂ KapTHHa 3aboneBanus HJIH COCTOSIHHS (l"DVl'lllbl 3aboJsieBannii HJIH

cocrosinmii)

Knuunueckas xapruna UsA BappupyeT No TSKECTH 3aboyieBaHUs OT GeCCHMIITOMHOIM

GopMBI 10 KH3HEYTPOKAIOWIETO COCTOSHUS © Pa3sBUTHEM TOKENOH Merabonudeckoii
ACKOMITIEHCaHH [7].

HBA MOXET NpOSABHTECS B HEOHATATHHOM NIEPHOJE B IIEPBHIE NBE HEAENM >KH3HH MM B
TIO3THEM MIANICHYECTBE, 4Yamie A0 roxa. J[Is HeoHATAIBHOH dbopmer XapakreprE! GBicTpoe,
dynemunanTHOE Teuenme, CorposOXnatomeecs cumnTomamu yruetenus I[HC, psotoi,
netaprueif, OBICTPBIM pPa3sBUTHEM CYHOPOT, KOMOH Ha done xeroaumnosa [4, 10]. Ilpu
XPOHHYECKOH (OpME NPEBATUPYIOT CHMIITOMEI OTCTABAHHS B NICHXOMOTOPHOM M (H3HUYEeCKOM
pa3BUTHH, cynopom; Hapymehne GyHKIIH MOYeK, JKely0uHO-KHIEYHOT0 TPaKTa (TaHKpeaTuT)
[11,12,13], MaHIHTONEeHUS/ HEHTPOTIEH S/ TPOMOOLIUTOIEH S [4].

Y netel, KOTOPHIM IIOCTABNEH AHATHO3 HE B HEOHATATBHEL NEpHOI, OTMEYAIOTCS. OTHOCHTENBHO
HecTIelu(HIeCKHe TPU3HAKY GOJE3HH - 3ajiepkka GH3HYECKOro U IICPIXOMO'fOpHOI‘O pa3BUTHS,
YMCTBEHHaq oTcTanocts. Kpome «3anaxa moTsix HOI) M30BAJIEPHAHOBON KHCIOTHL, KOTOpHIit
OTCYTCTBYET €CIIM He HabmoaeTes MeraGoMyeckas JICKOMIIEHCAINS, MaNO YTO IOMOTAeT
IPEANONIOXUTE STOT AMArto3 y mauuenta. [lanuenTs! ¢ XPpOHHYECKOH (opMoit GonesHH Taxxke
TNONBEPCHEI PHCKY Da3BUTHA SIHM30IOB METabONMYECKOro ALMA03a M MeTaBoIHueCKoii

ACKOMICHCAUMH,  OOBIMHO  M3-33  HHTEDKYPPEHTHBIX  3a60NeBanuil Wi Ipyroro



¢u3n0IOrHYECcKOTO CTpecca, BKmovast romomanue [15]. Dtu OCTPBIE COCTOSHHS MOTYT GHITEH
omH604HO AUArHOCTHPOBAHKI KaK AHaOETHYECKHIT KeTOAMA03 H3-3a THIIEPIIIMKEMHUH, alA03a U
OYCBHIHOTO NPUCYTCTBUA KETOHOB B KPOBH H MOYe, Bo3spact kpusncos Mosxer 6rITh pa3sHEIM,
Hanpumep y 18-netnero myxunusi c IBA, Bo BpeMst 6a30BOro TPEHHPOBOYHOIO Jareps juis BBC
CHIA pasBmmcs octpas TOIIHOTA, PBOTA H H3MECHEHMS ICHXHYECKOIro craryca [63]. V
HEKOTOPBIX MallHEHTOB OTMEYAETCS Pa3sBHTHE OCTpOro MaHKpeaTHTa, MUEIONPOIH(EPATHBHOTO
CHHIpOMa, cHHApoMa MaHKOHM H cepreyHoi apurmuu [15]. TIpu MPT ronosmoro mosra
BBLIBJIIOT HApYMEeHHs B o6actu GienHoro mapa, B IIEpHON METAbONIHIECKOr0 KpH3a — OTeK
rojoBHOro mMo3ra [33].

Panuumu npmsnakamm MetaGommueckoro KpH3a CIIyXaT BSUIOCTb, COHJIMBOCTD HIIH
Pa3NpaXHTENBHOCTD, OTKA3 OT exEl, PBOTA, HapylICHHE MOXOAKH. IIOSBNAIOTCS ABIXaTeNBHEIE
Hapylenus, Taxukapaus. Hesponoruueckue paccTpoiicTa NporpeccHpyIoT BIUIOTE 10 cTymopa
WIIH KOMEBI, OOYCIOBIHMBast BEICOKYIO JETANBHOCTD. TSHKECTE COCTOSIHHS, IJIABHEIM 06pa3oM,
OTPENEIACTCS BRIPaXXeHHBIM MeTaG0IHYECKIM KeTOamn030M. YacTo OTMEYaETCs TMITOTTNKEMHS
(oxomo 50% nereit), THIIEPaMMOHHEMHUS, 06E3BOKHBAHKE,

Kpussr  06sran0 TIPOBOLMPYIOTCA ~ HEONAroNpUATHBIMH  (haKTOpaMmH, KOTOpEbIe
O0YCJIOBIMBAIOT yCHIIEHHE IIPOLIECCOB KJIETOYHOro KaTaGoIM3Ma ¢ 0GPa30OBAHHEM TOKCHYHEIX
IPOU3BOJHBIX JICHIMHA;

- mpueM Genka u neiinuna B KOJIMICCTBE, NIPEBLIIAIOIEM TONEPAHTHOCTE OPraHH3Ma TIalUeHTa;
- HeJloelaHue, HU3Kast KaJIopUIHOCTE pauvona;

- MHTEPKYPPEHTHEIE PECITHPATOPHBIE HIIH XKeJIYA0YHO-KHITCYHELE MH(EKIMOHHEIE 3a60)IeBaHuS;
- u3nyeckas wm TICHXO3MOLMOBANBHA Harpy3ka [5]. ‘
pu anexsatnoii MetTaGomnueckoi TCPANTHY NIPOTHO3 ONIATONPHATHBIH, UMEIOTCS coobmenns o6
YCTIEITHBIX 6€PEMEHHOCTAX Y KEHIMH C HBA, B pesyneTate KOTOpBIX pomuHCch 3[I0pOBEIE JIETH
[64].

lpn nuddepenunanphoii muarnocTike ¥ TalHEHTOB IPYAHOTO BO3PacTa ¢ BHILEOMHCAHHOM
CHMITOMAaTHKOMH (yrHeTeHHe IHC, psota, cymoporn, otkas ot C/IbI) CIIENYET PacCCMOTPETH TaKHe
AUATHO3EL, KaK CCICHC, BHYTPHYTPOGHLIE | HHQEKIUH, OTpaBleHHe JICKAPCTBEHHBIMU
npenapatamu, caxapHblil nuabet, SHUedaNTUT, rUMOKCHYECKHe HOPaXEHUA HEPBHOH CHCTEMBI,
HaJIIOYEYHNKOBYIO HENOCTATOYHOCT.

MHoroxkparnas pota 1 moxas npubaBKa B Bece B MITaJEHYECKOM BO3PacTe MOryT OBITE CBSI3aHEI
C anneprueii K 6elIKy KOpOBLETO MOJIOKA HIIH APYTYMH IMHIIEBBIMH QJUIEPTHAMH.

Ipu BEIBREHNH BEIDXKEHHBIX META0OHIECKHX HAPYIIEHH T, THArHOCTHYeCKHTI TIOHCK CyXaeTcs

A0 psma HAcNeNCTBEHHBIX HapylleHHH o6MeHa BEIICCTB, B 4YaCTHOCTH JpyTHe (HopMol



OPraHHYCCKUX aluIeMHuil (HpOHI/IOHOBaﬂ, METHIIMAIIOHOBAA auuneme), HaCJICACTBCHHBIX
aMHHOANua0IaTuH ((i)eHI/IJ’IKeTOHypHﬂ, 6oe3ns KJICHOBOTO CHpPONA, T OMOIUCTHHYPMS,
THpOSI/IHeMI/Iﬂ), HapymeHus OUKIA CHHTe3a MOYCBHHEL!, HapyUICHHE ﬁ-OKI/ICJICHI/Iﬂ KAPHEIX

KHCJIOT, IaJIaKTO3EMHIO U ApyrHue.

2. luarnocTika 3a60/1€BAHUS HIIH COCTOSIHHAS (rpynne1 3aGoaeBanuii nian
COCTOSIHHIA), MEJHIHHCKHE NOKA3AHHUS U NPOTHBONOKA3AHUSA K IPHMEHEHHI0

METOAOB AHATHOCTHKH

Huaznocmuxa HeA ocnosana na ananuse POo00Cn06HOT, oyenke dannwix anamuesq,
KIURUYeCKUX npossnenut, noOmeepaiclaemes GuOXUMUNECKUMY Memodamu (mandemnas macc-
CREKMPOMEMPUS, AMUHOKUCTIOMHbLI QHANU3, 2a306a51 Xpomamozpagus-macc-cnexmpomempus) u
MONEKYAApHO-2eHemudeckum uccredoeanuem 2ena IVD.

Heonamanvnan u pannss dopma Hed duaznocmupyemes na nepeom 200y drcustu pebenxa nymem
CENEKMUBHO20 CKPUHUN2Q, KOMOPbLTE NPOBOOUMCS Y MAaOenYe6 U3 2pynnbl pucka u npu nosenenuy

KAUHUYeckux cumnmomog [14].

2.1 XKas10661 M aHaMHe3

Ilpu cbope anamuesa u scanob neobxodumo obpamume enumanue na credyouue scanobol
U anamuecmuyeckue cobbimus; .
= OomAzowenwvli Cemelinbili anamues (nanunue 6 cemve hayuenma c¢ Hed, cayuaeg

6HE3anHOU cmepmu demeii 6 pannem 6o3pacme)
= 6He3annoe yxyoulenue coCMoAHUA Ha done nonHo20 300poews unu OPBH,
= Hapyulenus 6CKapMaueanus;
= Yacmvle cpviaueanus/peoma;
= Yenemenue cosnanusa;
= 6a10Ccmb, CRaboCmy, COHRUBOCIb;
—- ¢yoopozu; |
= Oecnoxotinoe nosedenue, RRAaKcugocmo;
= nogwviuiennoe nomoomoenenue,;
T MBLUEUNYIO 2UNOMOKUIO/ Mblule HbIT 2UunepmonyC;
= Henpoussonbible/HaCUbCMBenHbIE OBUINICEHUS,

= OCmpuL/XponuyecKuil nankpeamum



Hapywenue cepoeyrozo pumma
0cobbIIl 3anax «colpar, KROMHbIX HOZY OM mena

Hauano 3abonesanus 6 demcrom 6ospacme modicem Geimb C653aHO €O credyrouyumu

paxmopamu:

o

(0]

ynompebnenue 6011020 kKoruvecmsa Genxogod nuyu

onumensHoe 20100aHUe, HeonpasdanHbie 02panuyenus 6 oueme, HU3KAS KanoputiHocme
nuwyeg020 payuona,

UHMEDKYDPEHmMHble  peCnupamopuvie  uny JHCENYOOYHO-KUWe Y Hble uHgexyuonnvle
3aboneeanus;

onepamugHule éMeuamenscmea;

PusuYecKas wiu ncuxoIMoyuonanbHas Hazpyska.

2.2 dusukajgnHoe o0cJIenoBale

IIpu ocmompe neobxodumo obpamums enumanue na credyroupue 0CHOGHbIE KIUHUYECKUe

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

HeonamanvHelil nepuod
CPbl2UBAHUS/PEOMA, OMKA3 OM edbl;
3a0eporcka ususeckozo pazeumus;
3A0€PIACKA MOMOPHO20 pazeumus,;
6:10CMb, COHNUBOCD,
Yenemenue coznanus;
MOLUEUHAR 2UNOMOHUY/ MbluleyHbIH 2unepmonyc;
nupamuoneie Hapywenus (nosviuwenue CYXO0JICUNbHBIX pedrexcos);
OKCMpAnupamuOHvie Hapywenus (paznuunvie  muno: 2UNEPKUHe308, MubluleyHas
oucmonus);
mpemop;
cyoopozu;
0cobblil 3anax «ceipay, K<NOMHBIX HO2Y Om menq
Oemu nepevlx iem ycusHu
anuz00utecku 603HUKAIOWAA peoma;
3A0€PACKA NCUXOMOMOPHO20 U ncuxopeyesoeo pazeumus;
USMEHEHUE MbIULEYH020 MOHYCA (MBLUEYHAS 2UROMONUS/MbIIEYHbLT] 2Unepmonyc);

NepUOOULECKAas amaKcus, mpemop;
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— cyoopozu;

= 0C0bbiil 3anax «coipar, KOMHBIX HO2Y OM mena.

2.3 JIaGoparopusie JHATHOCTHYECKHE HCCIeI0OBAHHS,

. Pexomennyerca naumentam us TpYNnel puCKa M IpH MOSBIEHHH KIHHHYECKHX

cuMnToMoB IBA mnposenenue Tannemuoii Macc-CrieKTPOMETPHH, JUIS OTIPEEICHHUS CONePKAHUS

B IJIa3Me KPOBU HJTH BBICYIICHHOM IS THE KPOBH aMHHOKHCIIOT M alMiIKapHUTHHOB (KoMILTeKCHOe

ONPENEICHNE KOHUCHTPAIMH aMUHOKHCIIOT M alMIKAPHHTHHOB B KPOBH METONOM TaHJEMHOIA

MacCC-CIICKTPOMETPHH) C LeJBI0 YTOYHEHHS UArHO3a [7,17,19].

YpoBeHs y6eauTeapHOCTH pexomenpanuii C (ypoBeHb J0CTOBEPHOCTH JOKA3ATENHCTB — 4)
Kommenrapuu: npn Hed wnabniodaemes nosvuuenue 6 Kposu Konyenmpayuu

usosanepunxaprnumuna (C5), vacmo nosviuervr coomnowenue C5/C2 u unoz0a Ypogens enuyuna

[20].

. Pexomennyercs mnamuentam m3 IPyNIBl pHCKa H NPH IOSABJIECHHH KIHHHYECKHX
cumnToMoB MIBA  koMmiekcHoe omnpexenenue KOHILEHTPALUH OPTraHHYeCKHX KHCJIOT
(u3oBanepHanoBas, 3-THAPOKCHH30BaTEpHAHOBAS KHCJIOTa,  4-THAPOKCHH30BAEPHAHOBAS
KHCJIOTa, HsoBanepnnrnHuHﬁ) C [IETIBI0 IOATBEPXKACHUS AuarHo3a MsA [18].

YpoBenn yﬁeliﬂTeHBHOCTH pexomenamuii C (ypoBeHb Z0CTOBEPHOCTH XOKA3ATENLCTE — 3)
Kommenrapun: zanodospums Hed u paccmompems eonpoc o nposedenuu TMC credyem ¢
creoyouux caylta;zx [14]:

o nayuenmol moéoeo 603pacma us cemetl, UMeIOUyUX NAYUEHMOE C OAHHLIM 3a601e6aHUeM
(8 nepeyio ouepedy, bpambvs u cecmpuor nauueuma)'

o Oemu nepevix Hedens u Mec;mee JHCUSHU, y KOMOPbIX nOCNe HeKOMOPO20 hepuoda (uHoz0a
OYeHb KOPOMK020, 8 MeYeHUe HeCKOMbKULX CYMOK) YOOGREMBOPUMENbHO20 COCIOSHUR NOSEURUCH
peoma, omKas om eovl, lemapaus, 2UNOmonus, cyOopo2u, Koma, Memabonuveckui ayuoos,
KemoHypus,

o nayuenmel 1106020 603pacma ¢ NOEMopPHLIMY npucmynamu peomst, éan0cmu,
COHAIUBOCMU, 2UNOMOHUU, Kemoai;udom; |

o hayuenmet, omcmaroujue 6 NCUXOMOMOPHOM Passumuy, ¢ SnuNencueti, Hapywenuem
MBLULEUHO20 MOKYCA, KDOGOUSRUSHUAMY 8 MO32, MYBYNApHOil oucynkyueti, ocmpoim

nanxkpeamumon.
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B moue nayuenmos evisensiom noswiuenue KoHyenmpayuu usosanepuanoeos kucnomer,
3-eudpoxcuusoeanepuanosoii xuciomer u usosanepureauyuna. Kpome mozo, ¢ moue mozym
npucymcmeosams 3-2udpoxcumacasnas, 3-zudpoxcuusomacnanas, 2-memun-3-
2UOPOKCUMACIARAsR KUCTOMb1, ompadicarowue cocmosnue Kemosa.

Heobxo00umo ¢ ocmoposicrocmuio OMHOCUMbCA K uRmepnpemayuu OanHeIx nokazamenet,
B paoe cayuaee NUBAROUN-KADHUMUH, NPOU3EOOHOE aHmubuUOmuKo8 u KocMemuyecxkux cpeocme
(3monenmos), codepaicanyux  nueanuKogyio Kucaomy, mooicem Golmo OowubouHo npunsm 3a
uzosarepunxapruumun npu nposedenuu TMC obpasya kposu [5, 21, 22].

Taxoice nosviuenus lcohueumpaz;uu Op2aHUYecKux KUCIom 6 moye (usosanepuanoeoii, 3-
2UOPOKCUUB0BANEPUANOBOTI KUCTOM U usocanepune UYUHa u Op.) MONCHoO onpedersimo Menmodom

2a3o0e01i xpomamoepad)uu-macc-cnelcmpomempuu [3, 5, 23].

o HNauwenraM ¢  BEIIBNEHHBIMH M3MCHCHHUSIMH 110 JaHHBIM TaHAEMHOM Macc-
CIEKTPOMCTPUH, XapaKTepHBIMH s WBA, mig HOATBEPXKACHHUA JMarHO3a M MEIMKO-
TECHETHYECKOTO KOHCYIBTHPOBAHHA PeKOMENyeTcs NPOBOAMTE MOJEKYNSPHO-TeHETHYECKOS
HCCIICZ0BaHNE C LENbIO BBLBIEHUA MyTauuii B rexe VD (Kommnneke wncenenosaunit mis
AMATHOCTHKHA OPTaHU4ECKHX auuaypwuii) [4, 7, 20, 24, 25].
Yposens y6eanrteasnocrn pexomenaanuii B (yposenb nocrosepnocTH J0Ka3aTeNBCTE — 3)
Kommenrapuu: ¢ nomowwio cinauaapmublx MONEKYAAPHO-2eHeMUYECKUX Memod08 nposodsm
uccaedosanue zena IVD, omeemcmeennozo 3a paszsumue HeA.

IIposedenue THK-0uaznocmuru noxasano ons NPeHAmansHot UNYU nPeUMIIGHMAYUOHHOR

OUAZHOCMUKY NO NOKA3AHUAM [26].

. PexomennoBano Bcem mamuentam ¢ Tofo3peruem Ha MBA, a Takxke ¢ MoATBEp:KAEHHEBIM
Auarnozom MIBA mpoBecTH uccnenosanue KHCIIOTHO-0CHOBHOT'O COCTOSHHUS JUI1 OLEHKH YPOBHS
PH (Mccnenoanue yposus Bo,aopo,uﬁbrx noHoB (pH) kposu, Hccnenosanne ypoBHs 6ydepHrIx
BEIICCTB B KPOBH) DNIEKTPOIUTOB KPOBH (HaTpul, Kanuil, X10p) WIS AHATHOCTHKY 1 KOHTpOJIA
MeTaboNHgecKoro anumosa, QIIéHHTL cdixepxcanne aMMHaKa B KPOBH, HCCIIEIOBAHUe YPOBHS
MOJIOYHOI KI/ICJIOTI;I B KPOBH (JIaKTaTa), I'IIOKO3HI B KPOBH, 00Hapy:XeHHe KETOHOBEIX TeJ B MOYe
1 B KPOBH C LIEJIBIO CBOEBPEMEHHOM KOPPEKIHH Tepamun [26, 28, 29, 30].

Ybonenb y6eaureasHocTH pexoMenaamuii C (YpoBens nocroBepnocTH 10Ka3aTeNLCTE — 4)

Kommenrapun: xapaxmepnoii ocobennocmpio Opzanuieckux ayudemudl, 6 mom uucre u Hed,
Aensemcs  memaboruveckuii ayudos ¢ YOEAUICHHBIM  GHUOKHLIM ~ uHmepsanom (2] 6),

2unepammonuemus, 2unepxemonemus u Kemonypus, nosvliuerue jakmama 6 hiaasme kposu,
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) Pexomennxyerest nposenenne obwero (kiHHUYECKOTo) anammsa KPOBH Da3BEpPHYTOTO
(remornoOuH, xommuecTBo OPUTPONHTOB, NBETOBOH IIOKa3aTelb, KOIMYECTEO JeHKoLHuTOB,
TPOMGOLHTOB, nelikounrapras dopmyna u CKOpPOCTb OCENaHHS IPHTPOLHUTOB) NALUEHTAM C
KIMHUYCCKIMU TIPOSABNEHUAME MBA U1 OLEHKM OCHOBHEIX NapaMETPOB KPOBETBOPEHUS W
HaJIMHA BOCTIATHTENBHBIX IIpoTieccoB [4, 26, 29].

Yposens y6enureasnocrn pexomennauuii C (YpoBeHs X0cTOBEPHOCTH 10KA3ATeNbCTE — 4)
Kommenrapuii: uccredosanue npoeodumcs 6 npoyecce OUHAMUYECK020 HabnodeHus, yacmoma

onpedensemes uHOUsUOyanvHo.

. PeKomellnyeTén HalHCHTaM C KIMHUYECKHMH NposBieHHAMH WBA IIpOBECHHE
OHOXMMHYECKOro aHamM3a KPOBH 06IIeTepaneBTHYeCKOro (rmoxo3a, o6mmii Genok, GenKoBse
¢paximu (uccnenosanne YPOBHA anbGyMHHA B KPOBH, ONIpeaeNeHue anb0yMHI/TII06yTHHOBOTO
COOTHOWICHUS B KpOBH), _OOwMi, CBS3aHHBIH M CBOGOXHBL Ounnpy6un XOJIECTEPHH,
TPUTTIHICPHIRL, JIMIONPOTEHAB! HM3KOH M  BBICOKOIL INOTHOCTH (UCCIIENOBAaHUE YPOBHS
JMIONPOTEHHOB B KPOBHM), INEIOYHAS docdaraza, raMMa-ToTaMunTpancdepasa, KpeaTHHHH,
MOYCBHHA,  NaHKpeaTHyecKas aMuiasa, jMnasa,  anaHMHaMUHOTpaHchepasa (AJIT),
acnmapraraMuHoTpancdepasa (ACT), Kbl obmuii u HOHH3HPOBAHHELH, HATpuif, Kamuii,
Heopranuueckuit  ¢pocdop, C-PB) Kommnexe wuccnenopanmit g IOUAarHOCTHKH
XKenesomepuuuTHOM anemMmm  (3kemeso CBIBOPOTKH ~ KPOBH, (eppuUTHH, wuCCIIeqoBaHHe
KEJIC30CBA3bIBAIOMEl crlocobGHOCTH CHIBOPOTKH), I OLEHKH (YHKIHOHAIBHOrO COCTOSIHHS
BHYTPEHHHX OPTaHOB, HATHYHS HHOEKIHOHHBIX OCITOKHEHII] H HYTPHTHBHOI'O CTATyCa MalHEeHTA
[4, 31, 32).

Ypozens ybeaurennnocrn pexomennauuii C (yposens AOCTOBEPHOCTH JOKA3ATELCTB — 4)

2.4 HIICTDVMellTaJleble AHACHOCTHYEeCKHe HCCJIETOBAHISA

. Pekomeniopano TAIMCHTAM C KIMHUYECKHMH IpOosBNeHHAMH WBA B OCTPEIH HepHox
W/AMH TpH  HaTHYHH HEBPOIOrHIECKOI CHMIITOMATHKH,  MpPOBEJEHHE KOMIBIOTEPHOM
TOMOIpahMH rosI0BHOTO Mo3ra H/Hiu Mémnmo-pewrzaﬂcnoﬁ TOMOrpagUM TOJIOBHOTO MO3ra ¢
HCIIBIO  BEIIBJICHHS KOPTHKANBHOH arTpodum, PaCIIHPCHHA JKEYOYKOB MO3ra, 3aepKKH
MHUCITHHU3AIHY, HAPYIIEHH B 06IaCTH 6a3aIbHELX TaHTJIHEB, THATHOCTHKH OTeKa FOJIOBHOIO
Mo3ra [33, 34, 35].

Yposens y6enurennnocrn pexomenannii C (ypobens JocToBepHocTH J0KA3aTeNLCTR — 4)
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Kommem‘apml: Hapko3 u KOnmpacmuposanue no hoxkaszanusam.

. Pexomennyeres: nposenene anexrposHuedanorpapun (3 namuenTam c HBA npu
HAIMTMH HEBPOJIOTHYECKOH CHMITTOMATHKH JUTSl BEISBIICHILS SMUIENTHPOPMHO AKTUBHOCTH (npu
AMATHOCTHKE H Jlajiee IIPH HATHYHE CYAOpOoXXHOTO CHHApOMa) [59,67,68].

Yposens y6eanTensnocrn pexomenaaumii C (yposenn AOCTOBEPHOCTH I0KA3aTeILCTB ~ 4)

Kommenrapun: 6 mom wucne 531 ¢ 8UOCOMOKUMOPUH20M,

. PexomenmoBano nanmentam ¢ KIMHAYCCKUMH NpOSABICHUSIMH MBA perucrpanus
SNICKTPOKAPAUOrPAMMBI (3K, dXOKapayorpadus (Ox0KI') c LENBI0
HCKITIOYEeHU/TIONTBEPXKAEHAS ATOOTHH CepAcUHO-cOCymuCTOM CcrcTeMEr [36].

Yposens y6eaurensnocru Pexomennanuit C (yposenn AOCTOBEPHOCTH IOKA3ATEJBLCTB — 3)

Kommenrapuii: npu Memabonuyecku Hapywenusx co cmoponw cepoeuno-cocyoucmori
CucmeMel Mozym Habrooamyes kapouomuonamus, Hapyuenus cepOeynozo pumma.

. PexomengoBano mammentam c KITHHUYECKUMH NPOABIEHUIMH VBA YJIETPa3zByKOBOE
HCCIICIOBAHUE OpraHOB OprommHoit TI0JI0CTH (xoMmekcHoe) c LENBI0
HCKIIIOYECHHS/MOATBEPIKICHHS TIOPa:KCHHA MOMDKEIY A0UHOM xenesnt [11, 12, 13].

YpoBens yGenureannocru pPexomenmamuii C (yposenn AOCTOBEPHOCTH 10KA3ATENLCTB — 4)

. Pexomengosana TIaUHCHTAM C KIIMHUYECKUMH NposBnenusmMu UBA mo MOKa3aHMAM
(MpH HanUYKMK KTMHMYECKHX IPU3HAKOB aTPOGHH 3PUTEILHOTO HepBa/xkanob Ha HapyeHns
3pEHHs)- 0QTANEMOCKONHS ¢ HEeNBIo HCKITIOYEHHU /IO ATBE P ICHHUS aTpoHU 3pUTENBHOTO HepBa
[3, 37, 65].

Yposens yGeanrensnocru pPexomennannii C (yposenn AOCTOBEPHOCTH 0KA3ATECILCTE — 4)

2.5 Hunie JAHATHOCTHYECKHE HCCIEIOBAHIST

J Pexomennyercss yuactne s AUArHOCTHKE M  BeNCHHH NaNHeHTOB ¢ MUpA
MyTbTUIHCUMIUIMHAPHOH ~ KOMaHIHI  CIEHMANHCTOB B BHAY TOro, 4Yro 3aGoneBaHHe
XapaKTepU3YEeTCs MOPAKEHHEM MHOIHX OpraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOI TEepaluu, YTo
AMKTYET HEOOXOIUMOCTH COBMECTHOTO BEJeHHS TIAIHCHTA CIICUUATMCTAMH Pa3HBIX Npodueii
[65].

Yposens y6ennrennnocrn pexomennanuii C (yposenn AOCTOBEPHOCTH 10KA3ATENLCTE — 5)

Kommenrapmn:
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Bcem nayuenmam ¢ Hed npoeoosmcesa npuemvl (ocmompur) épaia-neouampa/spaya-
mepanesma/épaya obweii npaxmuxu (cemeiinozo épaua) (nepeuunvie u noemopuvie) npu
ouazrocmuxe, u 8 QUHAMUYECKOM HaBTIOOeH Uy ¢ yenvio oyenku obugezo cocmosanus, nposedenus
mepanuy, yuacmus é Hasuavenuu u npogedenuy Nevebro-peabunumayuonnix Meponpusmuil,

Bcem nayuenmam ¢ Hed nposoosmcs npuembvl (ocmompui, KoHCYnemayuu) epaua-
Heeponoza (nepeuunvie u noemopuvie) Ons ymounenus msascecmu nopasicenus I[HC u
onpeodenenuss maxmuxu neuebno-peabunumayuonvx meponpusmuii [3, 4, 5, 9,15, 39].

Bcem nayuenmam ¢ Hsd npoeodamcs npuemur (ocmompr, KOHCYnomayuu) epaya-
Ouemonoza (nepsuunsvie u hoemopnvle) unu epaya-zenemuxa Ona HasHaYenus namozenemuyecxoui
Oouemomepanuu u Odaee npu  Heobxooumocmu ¢ yeavio Koppexyuu Ouemomepanuy,
ocyiyecmeneHus KOHmpons 3a eé cobniodenuem (4 9 31, 39].

Ilayuenmam ¢ nooospenuem Ha HeA, nposodumcs npuem (ocmomp, Koncynomayus,)
6paya-eenemuxa 018 yCmaHoeRenus OuazHo3a; hayuenmam ¢ ycmanoenenuvim ouaznozom Hed u;
cembam, umerowum poocmeennuxos ¢ HeA - ons nranuposanus demoposicoenus [9, 27, 37].

IIpu nodospenuu/nanuuuu Y nayuenma namonozuu opeana 3penus npogodsmes npuemot
(ocmompu, Koncyremayuu nepeuineie u nosmopHeie) épaua-ogmanemonoza [3, 9, 37 ].

IIpu nodospenuu/nanuuuu y hayuenma namonozuu cepoeqno-cocyoucmoii cucmemsr
NpOGOOAMCS  npuemvl  (ocMompui, KOHCynbmayuu  nepeudnvie u  nosmopuwie) epaya-
Kapouon02a/epaya-oemcrozo KapdiIOJzoea [40].

Hna  nranuposanus UHOUBUOYANLHOT) DeabunumayuonHoli  npozpammel  NCUX0N020-
neoazozuxeckoil noddepoicku RAYUERMam u ux cemvam nposooamecs npuem (mecmupoeanue,
KOHCYTbmanyus) Meouyuncko20 neuxonoza u A0zoneda-Oeghexmonoza (nepsuynvie u noemopbvie)
[9 39].

IIpu neobxodumocmu ¢ npoyecce - QuazHocmuxu u neyenus yuacmeyiom Opyzue

cneyuaiucmel, 6 m.y., Hanpumep, epaq-auecme3u0ﬂoz-peaHuMamOJtoe.
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3. Jquelme, BRJIIOYasi Menmcamem"osﬂym H HeMeﬂHKaMeHTOBHle TeépanuH,

AHETOTEPANHNIO, 068360.111'183}!“6, MEAHUHHCKHE NOKA3aHuA "

IIPOTHBONMOKA3aHHUA K INIPHMEHEHHI0 METOAOB JICYECHHSI

3.1 KoncepraTHBHOE JeveHHe

Tepanus npu Hed nanpasnena na npedomepawenue memabonuyecxoi oexomnencayuu

(Memabonuyeckozo Kpusa), crusrcenue obpaszosanus usosanepun-KoA u naxonnenus MOKCUYHBIX

Memabonumos, ¢ obecneuenuem npoyeccog aHabonNUIMa, HOPMANLHOZO POCMA U HYMPUMUBHO20

cmamyca.

3.1.1 Tnerorepanus

Ocnosnuie npunyunst cnez;uaﬂwupoeaunoﬁ duemomepanuu GKao4arom.

o

oZpanuyeHue benka HAMYpanbHbIx NuUWesvx NPOOYKMOB ¢ yenwvio ceedenus x
HE00X00UMOMY MUHUMATLHOMY nocmynienue ¢ Opeanusm aMuHOKUCIOMbL NeliyuHa.
Ana oemeii  nepeozo noayeodus cusnu OZpanuvenue pacnpocmpansemcs Ha
MAmMEPUHCKOe MONOKO, adanmupoeannsle MONOYHbIE WIU COCGble cmecu, 03 Oemeil
6MOpO20 NOAY200Us JCUSHYU U Cmapuie — 3anpem Ha 6edeNue 8 Kayecmee npuKopma
gbicoK0benkogLx npodykmos (msca, pulbol, meopoza, auy, monounvix npoOyKmoe,
60606v1x u m.0.);

o0s3amenvHas  komnencayus Oepuyuma berka 3a  cyem Aucnozzbs'oeauwz
CReYuanusuposannuix cmeceli  Ha  OCHOGe  amunoxuciom — 6e3 neliyuna,
COOMEEMCMEYIOuUx 603PACMHLIM NOMPEGHOCMAM DeleHKA € O0CHOBHLIX nuweguvlx
éewjecmeax u Suepeuu. B nauane newenus u 6 nepuod memabonuyecux Kpu3o6 6
medyenue 24~ 48 uacog (ne 6oreel) ucnonvzosams monvxo Creyuanu3uposantyIo cmecsy
amurnoxucaom 6e3 netiyuna;

obecneyenue Oocmamounoii snepzemuyeckosi Yennocmu payuona ons nooodepoicanus
npoyeccos ana6o)zu3ma U npedomepawjenus axmusayuu Kamaboauma;

obecneyenue haqueuma 00CMamOYHbIM KONUNECIBOM HCUOKOCIL,

OpobHvie Kopmaenus 6e3 Onumenvhvix nepepuvLeos 60 uzbedicanue 20100anUs, 0cobenno
Y Oemeil 2pydno20 u pannezo 6o3pacma;

oGyuenue podumeneii npasunam Op2anusayuu Ouemomepanuy 8 MejCcnpucmynibLl

nepuood u 6 nepuod yzpo3et Memaboruueckoz0 Kpusa.
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. PexomennoBano scem nanmentoM ¢ TTon03peHneM Ha VIBA OorpaHHYHTH mOCTYIUICHHE
Geika (B TOM 4HCHe 10 MOy YeHHs N1aGOPaTOPHBIX PE3yIbTATOB, IOATBEPIKAAIONIHK 3abonepanue)
C NENBI0  KOPPEeKUMH MeTaboJIMYecKHX HApYWICHUH M  IpEeNOTBPAINEHHS pPa3sBUTHA
MeTabonuyeckoro xpusa [31, 32, 39].

Yposens yéeqnrennnocrn pexomengamuii C (YpoBenb 10CTOBEPHOCTH 0KA3ATEECTE — 4)

Kommenrapun: ITockonexy paseumue memabonuveckozo kpuza modcem npugecmu K
HeobpamumvimM usmeHenusIM co CIMOPOHbL HepEHOY cucmembl, npu nodospenuu na Hed creoyem
cobpams 6uomamepuan Ons nposedenus Guoxumuyeckozo mecmuposanus u 3amem nepesecmu
nayuenma Ha 6CKapmaueanue ¢ Huskum codepxcanuem 6enxa (mMunumanvhuiti GesonacHuiii
Yposenv benxa npedcmasnen g npunodicenuu A3.4 mabruyer Nel-3) npu smom obecneyums
docmamounoe Konuvecmeo Kanopuii ¢ yenvio npedomepawjenus xkamabonuzma (MunumanvrbL
CYMOYHAA KaROpUliHocmb NUmManus npedcmaenena 6 npunosicenuu A3.4 mabnuya Ned). Jns
Oemeti nepeo2o nonyeodus scusnu NPUMEHACMCA 2PYOHOe 6CKAPMAUSAHUE UMY 6CKAPMAUSAHUE
OCMCKUMU  MONOYHBIMU CMECAMU ¢ Hu3KuM cooepoicanuem Genka (1,2 -1,3 2/100 ma
60cCmMaKoenento020 npodykma), ona demeii cmapuie 6 MeECAYe6 - UCKNIOYeHUe 8bICOKODENK0BbIX
npoOdykmog (maco, meopoe, pviba) uz payuona. Buoxumuyeckue mecmv: npoeooamcs 6 meveHuu
3-7 Owueil, a monexynapro-zenemuyecxkue ucc,ve()oeauwz Mozym nompeboseamv oxono 2- 3 nedenw.
Tosmonmy, neobxodumo ymo6e: & smom 1nepuoo pebenox Haxodunca na nuxobenxo6oti dueme.

o Pexomermonaﬂo TI0CJIC MOATBEPXKACHHS THAarHO3a BCEM NarueHTaMm ¢ UBA OrpaHHYeHue
Oenka HaTypaNbHBIX MUIEBBIX TIPOAYKTOB € LENBI0 CBEACHUS K HEOGXOMMMOMY MHHHMYMY
HOCTYNICHHE B OPraHU3M aMHHOKHCIOTH - JIEHIMH C YHI€TOM MHHHUMAQIBHOK CyTOYHOIf
NOTPEGHOCTH, C LEMBIO CHINKCHUS 00pa30BaHUs TOKCHUHBIX METa6OMHUTOR [31, 32].

YpoBenn yﬁe)mre.nbnocm pexomenpamiii C (yposens R0CTOBePHOCTH 20KA32TEIHCTE — -5)

Kommenrapuu: / 2 6enxa coaepolcum npumepro 30-80 m2 netiyuna u o6ecnequeaemc;z 3a cuem
HU3KO00eIK06bIX Npodykmos (06oweil, dpyxmos, CREYUANUIUPOBAHHLIX HUSKODENKOBIX Kpyn u
npoOOYKmo8 Ha ocHoge. kpaxmana). Kospduyuenm xonsepcuy netyuna npedcmaenen 6
npunodicenuu A3.5 mabnuya Ne2. Credyem npudepoicusamocs @usuonozuuecxoii nompebuocmu
6 Opyeux aMuHoxuczzorhax U  Heobxodumblx Hympuenmax Ons npedynpesicoenus  ux
HeOoCmamoyHoCmu u noddepcanus anabonusma (lipurosicenue A3.4) [9].

Benox, neobxodumbtii ons odocmudicenus pexomenoyemoii cymounoii Hopmbl, coomeemcmeyioweti
6ospacmy, Oondicen Gbvimb 0becneuen 3a cyem AMUNOKUCIOMHbLY cMeced, ne colepocawyux
retiyun.  Jina xascdozo nayuenma, duema paccuumvieaemes unousudyanero. Y nayuenmoe c

peyuousupyioweti cumnmomamuxotl, npu bonee uacmeix snuzodax OeKoMneHcayuu, mozicem
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nompebosamecs 6onee cmpozoe ozpanuyenue nocmynnenus reuiyuna . Oonako us-3a 0coboii ponu
Nediyuna, saxnoyalowetics ¢ CmuMyruposanuy cunmesa 6enxa, npu cmpozom ozpanuvenuu
Nedyuna, 603MONCHO pazeumue noboynozo ohhexma 6 6ude nomepu morueuroii maccer u op

' Credyem pasnomepno pacnpedersme benxoeyio nazpysxy 6 meuenue Ons.

B Ipunoocenuu A3.7 npedcmasnen cymounelti  Habop npodykmos ona Odemeii
OOWKONbHO20 803pacma ¢ moewzepuaﬁoeoﬁ ayudemuetl,

) Ilocne moprBepxnennst muarnosa, nammentam ¢ MBA PEKOMEHI0BaHA KOMITEHCAIHUS
AedunuTa GeNKa 3a cueT HCroNE30BaHMS CIICHHATU3UPOBAHHBIX CMECEi HA OCHOBE aMHHOKHCIIOT
6e3 nefinuna ¢ nensio noggepxanus HYTPUTHBHOTO cratyca [31, 32, 39].

Yposens y6eanrenasnocrn peromenpanmii C (YpoBeHb JOCTOBEPHOCTH OKA32TEILCTE — 4)
KommenTapnii: ¢ nepswie MECAYLL HCUSHU COUHCBEHHBIM UCTIOYHUKOM HamypanvHozo 6enxa
CAYICAM. CYEIICEHHOE JICEHCKOE MONOKO Unl demckue MONouHbIe cumecu, colepacanue Genka @
KOMOpbwix He OONJICHO npeemwanﬁ; 1,2 -1,3 /100 mn eoccmanoenennozo npooykma. Cyescennoe
HCEHCKOE  MONOKO  UMU  MONOYHYIO CMeCo  COCOUNTIOm ¢  Heobxodumbin KOAU4ecmeom
cnequaumupoeannozo npodykma, pa38e<)euuoeo KUnayenot 6000 unu cneuuaﬂbnou 60001 0ns
0emcK020 numanus, npu smom o6wuu 05‘beM RUMAHUA OONJICEH COOMBemMCmeoeams eospacmy
nayuenma. Cneyuanuzupoeanuuiii npodykm 0obaensiom & Kaxcoviii npuem nuwyu.

Opeanuzayus ()uemomepanuu Oemedl cmapwe 200a umeem ceou ocobennocmu,
Konuyecmeo 06uyezo Genxa paccuumel6aemcs uHOUGUOYANbHO C Yuemom 603pacma u Maccel meaa
pebenxa 6 coomsemcmeuu c 6o3pacmuelmu  nompebrnocmamu  pebenka. Iepexodumv co
cneuuaﬂwupoeannoﬁ‘auduoxubﬂomnoﬁ cMecu 0na demeidi nepeozo 200a Jcusny Ha cmecy 0na
Oemeti cmapu)ezo 603pacma pexomendyemes nocmenenno, 6 mevenue 1-2 nedenv. Ipodyxm
Oaemes Opobro 3-4 paza é dens deman Mnadwezo 603pacma, 2-3 pasa 6 Oenv — demsm cmapuezo
eo3pacma. Codepoicanue acupa 6 dueme doaxrcHo Goimp 6 npedenax ne menee 30-35% cymounoii
xanopuiinocmu nuwu. I'nasusim ucmounuxom JCUPOB AGNAIOMCA PABIUYHbIE pACMUmMEnbHble U
CIUGOYHbE Monnenvle Macna. Yznesoduwiii KOMnOHeHm Ouemvl KoMnencupyemcs 3a cyem
o6owetl, Gpyxmos, coxos, caxapa, a maxxce Kpaxmanocodeparcauyux  npodyKkmos. Obyee
KOuYyecmeo yaneo0og bozzofcuq 06ecnequeamb 50-60% snepzemuyeckoii YEeHHOCMU CYmoyHo20
payuona. - '

Heobxooumo obecneyenue RAYUEHMA OOCMAMOYHBIM KONUYECBOM HCUOKOCTIL,

Bo usbescanue pazeumus aunoznuxemuy Hasnayalomes  wacmele - Opobnvie xopmaeHus c
UHMEPEANOM MeHCOY npuemamu nuiyu ne 6onee 2,5-3 4 ¢ dnesnoe 6peMs u He Gonee 4 4 Hoyblo,
Kpumepuem ospgpexmuernocmu Ouemomepanuy A6nTIOMCA NONOACUMENHA OuHamuka

KIURU4yeckux Can0M06, nokaszameneii 2omeocmasa u 6uoxumuqec1<ux Mapxkepog
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v

Memabonuyeckux Hapyzueuuu 6 KpoGU u Moue, a UMeHHO CHudiceHUe YPOBHA Netiyuna & Kposu
(Hopma 50-160 MEMONY/R), CHudICENUe codepoicanus 3-zudpoxcuusosanepuanoeoii xuciomv
(nopma <2 Mmons na I mone Kpeamununa) u usoganepunzruyuna (wopma <0,1 mmons na I mons
Kpeamununa) ¢ moye. Konmponuposams appexmusnocmy nevenus credyem ue pearce 1 pasa e 6

Mecayee 0ns Oemeti 0o 200a, Ons cmapuux Oemeii — ne peoice 1 paza ¢ 200 [9].

o Pexomennosano orpanuyennoe NOTpeGlieHHe aMHHOKHUCIOTH JIeHOHH ¢ y4eToM
MHHUMATbHOH CYTOYHOH IOTPeGHOCTH ¢ LeNbi0  CHIKEHHS 00pa3oBaHHA TOKCHYHBIX
Merabonuros [31, 32].

YpoBens y6ennrearnoctn pexomenmamuii C (yponens nocrosepnocTn noKa3aTENBLCTB — -4)
Kommentapnn:  credyem npudepocusamvcs  usuonozuyeckoii nompebuocmu ¢ Opyeux
AMUHOKUCIOMAX U He0OX00uUMbIX HympueHmax ons Hpedynpedcoenus ux HeOOCAmoYHOCU U
noooepicanus anabonuma (IIpunooicenue A3.5) [9].

Ipumensiomea  cneyuanusuposannwie npoOykmul,  Komopuie 6 Hacmosiujee  épems
Sapezucmpupocanst 6 PO u exniovenwvt ¢ Iepeyens CREYUARUSUPOGAHHBIX NPOOYKIMOE NeyebHO20
nUmManus OnA Oemeli-un6anudos, coznacHo Pacnopsascenuio  Ipasumenscmea Poccuiickori
Dedepayuu om 7 dexabps 2020 Ne 3242-p.

B nauane revenua u e"n‘epuoa Memabonuueckux kpuzoe 6 meuenue 24 — 48 yacos (ne
bonee!) ucnonvzoeame monvko Creyuanusuposannyio cmecs amunoxucaom (Ilpunosicenue A3. 6).
Cnedyem pasnomepno pacnpedensme 6enxosyio Hazpysxy 6 meuenue Ous.

B Ilpunooicenuu A3.7 npedcmaenen cymounvlii nabop npodyxmoe Ons Oemeii

OOWKONLHO20 803pacma ¢ uzosanepuanogoii ayuoemueri,

. Pexomen,aonaim BBO,IIHTI:.IIpHKOpM MnaneHuam ¢ MIBA BBoauts B Te xe CPOKH, YTO H
3/10pOBLIM JIeTsIM, B 4-5 MecsLER, ¢ 1eNbIo nozmepxcannx AICKBATHOrO HYTPHTHBHOTO CTaTyca
[32]. |

YpoBens y6eaureasnocru peKOMeﬂnauml C (ypoBenn IlOCTOBepHOCTH A0Ka3aTeJLeTB — 5)
Kommenrapnu Ihagnoe ommuyue — omcymemeue 6 pauuone 8b1COK06eNK0BbIX NPOJYKMOE
npukopMa (maco, stiyo, meopoe Kucromonounvie npodykmer u m.n.). B saeucumocmu om
HYMPUmMueHozo cmamyca pebenka u QyHKyuoHanbHo2o cocmosnus e2o0 JHCENYOOUHO-KUULEYHO20
MpAaxma ¢ xaiecmee nepeozo npuxopma evibupaiom- 060wHOe niope unu Hu3KobenKoswle

Gesmonounvle Kauu npombLneRHO20 npoussoocmea.
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3.1.2 MeaukamMenToznoe JICUeHe

) Pexomengosano nanmenray ¢ UsA HasHa4YeHUe #JICBOKAPHHTHHA M HIHMIUHA** IIpU
OTCYTCTBMH MEJMUMHCKHX INPOTHBOTIOKA3aHHH mia YCHIIEHHS CBA3BIBAHHA TOKCHYHOIO
H30BANICPHIT-PaTiHKAIIA, KOPPEKIIUH BTOPHYHOI KapHATUHOBO HenocTaToyHoCTH [4, 31, 41,60].

Yposenn yGenurensnocru pexomennamuii C (YpoBens nocroBepnocrn aokazarensers — 5)

KommenTapuu: C Yenvlo ycunenua cea3vieanus memabGoaumog netyuna u nuxeudayuu
KapHUMuno6ol nedocmamouHocmu nayuermam Hazwauaom Gonvuue 00361 #reeoxaprumuna,
Hemu panneco eospacma hoxyuatom #necoxapuumun us pacvema 100-150 mz/icz Mmaccor mena 6
cymku 3a 2-3 npuema, demu Gonee cmapuiezo 603spacma - 60-80 me/xz/cym. Tepanus nposodumes
HenpepuvigHo.  #I) Jlul/uH;"* obnadaem  cnocobuocmoio obpasosvieams  kowviozamer ¢
usoeanepuanosol xucnomoii ¢ obpasosanuem usosanepuncauyuna. Pexomendyemas doza
#a/iuyuua** 150-250 m2/x2 6 cymku nepopanvro. ¥ oemeii cmapwezo 603pacma ona 8 meveHue

ONUMENbHO20 6peMeNY MOJCem CoCmasiame 8 cpedHem 60 ma/x2 macce,

. He pexomenmyercs: ucnonssopanue TPENapaToB/NpOYKTOB, COAEPKALIUX Oen3oiinyio
KHCJIOTy M ©€ NpOHM3BORHBIC, CATMHMIOBOH KHCIOTBHI M ee NPOM3BOAHEIX B TOM 4YHCIe,
AUCTUIICATHIMIIOBON KUCIIOTHI* * B ¢BA3M ¢ X KOHKYDPHDYIOIIUM ACHCTBUEM ¢ uzoBanepun-KoA
3a KOHBIOTANMIO IITHIKHa [42, 43].

Yposenn yGequrensnocrn pekomemaunii C (yposenn nocrosepnocTn noxazarenners — 4)
Kommemaphi‘x: cnedyem  ozpanuuume npuem  Genzoiinoli  u CANUYURo8ou  Kuciom,
KOHKypupytowux ¢ usoeanepun-Kod 3q Konviocayuio 2auyuna. bensoiinas xucroma exodum e
COCMag MHoO2UX pyKmoe u 2200, credosamensvio Yeenuuennoe nompebnenue dannsx npodyxmos,
8EpoAmHO, uzpaem pons 6 pazeumuy xpusoe. He cledyem ucnonv306ame NpOOYKmbl, 6 KOMopwIX
6 kavecmee nuwyegelx 006agox (koHcepeanmog) npucymemeyiom Gensotinas xucnoma (E21 0) ueé
npouseooneie (E209, E211-E219) [42, 43 /.

. PexomennoBano namuenram ¢ MsA TIpH HaJIMYHH BHTAMUHOAEUUHTHEIX COCTOSHH
TNPUMEHATL BHTAMHHBl H BHTAMHHOMHHEDAILHEIC KOMILIEKCE B BO3paCTHBIX JIO3HPOBKax ¢
neueOHol nenbio [44].

Yposens y6enurensnocrn pekomennanmii C (YPoBens gocroBepnocTH HOKa3ATENBCTE — 5)
Kommenrapun: Bo ws6escanue NpOSOKAYUY  SnUNEnMUYecKux npucmynoe HOOMponHble

npenapamui RPUMEHAIOM C OCMOPOAICHOCMbIO.
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3.2 Jleuenue B mepHon MeTafoJIHuecKoro Kpnia

Ilpu yepose wiu 6 cnyuae pazeumus memabonuueckozo Kpu3a Jneyenue OONICHO
HAYUHAMbCA He3aMednUmenbHo.

Jleuebnvie meponpusmus wanpasnenv na npexpawenue o6pasoeanus u HaKOMAeHUS
MORCULHBIX Op2aHULECKUX COeOuHenull U 6bl6edenue wx u3 opzanusma. Takmuxa reverus Oemeiti
6 nepuod Kpusa exmoyaem Koppekyuro Ouemomepanuu, evigedenue HaKanmuearouwuxcs
Opzanuyeckux xuciom, Koppexyuio memabonuueckozo ayudosa, 2UNEpaMMOHUEMUYU U B0OHO-
ONEKMPONUMHBLY  HADYULEHU, DHEP2EMUYECKYI0 nOOOEPICKY U CHUMICEHUS UHMEHCUGHOCTIU

npoyeccoe kamaboausma [45].

3.2.1 lnerorepams B HepHOI MeTaGoMI4ecKoro KpH3a:

° PexoMmengopana skcTpeHHas TOCHHTATM3aNMS NALHEHTOB C WBA npu yrpose win B
CllyJae pa3sBUTHS METabONMYECKOTO KpH3a C WENBIO He3aMeIHTENbHOro IIPOBENCHHUS
MHTCHCHBHOH TEPaNNH M NPeNOTBPALICHHUS KH3HEYTPOXKAIOIHX OCNoXHeHuit [31,61].
Yposens ybeaurennnocrn pexomenmanuii C (YPoBeHNL 10CTOBEPHOCTH 10KA3aTENbCTE — S)
Kommenrapun: gaxmoput, cnocobnvie CHposoyUpoeams Memabonuyeckuti Kpus:
O npuem nuweewix benxos ¢ KOnu4ecmae, npesolulaioujem monepanmnoCmy OP2aHumMa
nayuenma;
O Hedoeldanue, nHuzxas kaz;bpuﬁyocmb bayuona;
O UNMEPKYppeHmHble DecnupamopHbie Unu JCenyOOuHO-KumeyHble UHGexyuonHbIe
3abonesanus u Qbyzue daxmopu, komopuie nposoyupyrom kxamabonusm
O Xupypauueckue emewiamenscmea.
. PexomennoBano scem manuentam ¢ UBA 1 NEPHON METaGOIMYECKOro Kpu3a I0JIHOE
MCKIIOYCHHE U3 NUTAHUA NMPORYKTOB HA OCHOBE HATYPAIBHOTO Geka 1 [ICPEBECTH Ha NHUTaHUE
HCKITIOUHTENBHO CMECHI0 AMHHOKHCIIOT Ge3 JeinrHa, HO He Gonee yeM Ha 24-48 uaca ¢ HEBI0
CHIDKEHHA 00pa30BaHHs TOKCHYHEIX MeTaGOIHTOB [61,62]. -

Yposens yéennteannocrn pexomenaanuii C (YPOBEHB 0CTOBEPHOCTH JOKA3ATEABLCTE — S)

Kommenrapun: npy nanuyuu cpvieusanuii, peomel, omKasa om edvl — kopmueHue Yepe3
HazozacmpanvHuii 3010 UnU eaémpocmomy (yemanoexa 2acmpocmomui) [31]. Cobriodams
Dedicum OpobHbIX U Yacmbix KOpMAEHUT] ¢ hpomesicymramu medicoy kopmnenuamu 2-3 yaca

o PexomennoBano mnamuentam ¢ UBA 3 MeTa0ONHYeCKOM KpH3€ 0GEeCIeunTs

BBICOKOKQJIOPHHHOE IIUTAHKSA C LEIBIO IPENOTBPAIICHHS KaTaboTH3Ma [46, 61, 62].
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YpoBens yﬁemrre.nbnocm pexomennanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEALCTE — -95)

Kommenrapun: owepzoyennocme nuyu u  6600uUMOU diCUOKOCMU nosLLAlOM 3a cuem
UCNOTL306AHUR PACEOPO8 OeKCMpPO3bi, CUOKOIONORUMEPHBIX PACMEOPOE (Manbmodexcmpun) 6
OononHenue Kk cMecu Ha OCHOGe AMUHOKUCIOmM,; pacyem npou3eooumcs ucxoosn u3 Kanopuiinocmu

I 2 yanes0006 = 4 xxan, 1 2 Manemodexcmpuna npupagnusaemes x | 2 y21e60008.

* PexomennoBano uepes 24-48 waca mocre OTMCHBI  HaTypansHOro Oenka (nepHox
METa0ONHYECKOTO KpH3a) MalueHTaM ¢ MBA HOCTeNeHHo BBOJIHUTH HPOAYKTHI, COIEPIKAIIue
HATypaNbHBINH OENOK ¢ LENbIo IPENOTBpaIleHHs KaTaboMu3Ma H 06eCIeYeH s He0OXOMUMbIMK
HyTpHenTamu [61,62).

Yposens yGeanreasnoern pexomennamii C (YPoBeHDb 10CTOBEPHOCTH HOKA3ATEILCTE — S)
Kommenrapun: 6enxu 6s0damen uz pacuema Y neobxo0umozo cymounozo obvema — g nepewiti
Oenw, V3 - na 2-3-i denv, ¥ - 3-4-i Oetv, Oanee 6 nonnom obveme. Hemounuxom Hamypanvnozo
Genxa ons demeii nepevix wecmu MECAYE CUIHU ABNACMCH MAMEPUHCKOE MON0K0/demcKkas
MONOYHAR cMech, Ons Oemeil 6MOPO20 NONY200US HCUIHU — Mmaxdice HU3K06eNK0BbIE NPOOYKMYL
npuxopma, ons demeti cmapuse 2004 - Hu3KObenKoGble HAMYpPaANbHbIE npodyKmet (kpynel, 0souyu,
@pyxmul, pacmumenvuvie Macaa) u CREYUAnU3UPOGanHble HU3KODEAKOBbIE NPOOYKMbI HA OCHOGe

Kpaxmanoe;

3.2.2 MennkamenTo3Has Tepanns B MEPHOA MeTa00AHYECKOro KpH3a:
* PexomenngoBano nauventaM ¢ Metabonmueckum Kpu3oM Ha poHe UBA yBemuuts CYTOYHYIO

03y #JIeBOKapHHTHHa o 400 Mr/Kr/cyTKn (B 3 npuema) ¢ WeNBIO YCHICHHS CBA3BIBANUL 1
BBIBEJICHUS TOKCHYHBIX HsoBaJIeme-pa/:mxanoa [5, 46, 47].
YpoBens y6eaureapHocTH pexomexmannn C (YPoBeHDb N0CTOBEPHOCTH N0KA3IATENLCTE ~ ~95)
Kommemapnu. npeOnoYmumensHo enympusennoe esedenue npenapama. Ilpu smom mooicem
npoucxooume yeenuyenue coéépwcduuﬂ 606001020 KapHumuna 6 kpoeu euiuie HOpMAanbHbIX
3Hauenull, ymo paccmampusaemes xax brazonpusmuviii paxmop u ne CAYIHCUM OCHOBAHUEM ONA

nepepuiea mepanuu.

. Pexomenmopano NaIUEHTaM ¢ MeTa6onnqec1<nM Kpu3oM Ha ¢one WBA ypemmunmts
CYTOUHYIO 103y #r.rmunna** Ro 250-600 mr/kr (3a 4-8 IPHEMOB) C LEMBIO YCUIIEHHS CBSI3bIBAHMAS
Y BBIBEACHHS TOKCHUYHBIX H30BaJIepHH-pa.IIPIKaJIOB [48,60].

Yposens y6enureasnocrn pekomennanuii C (YPoBennb 0CTOBEPHOCTH JOKAZATENLCTE ~ S)
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Kommenrapuu:  Beicoxue Oozer 2TUYUHA  NPe0oOmEpauarom/CHUNCAOm  HaKonIenue
U306aNePUAHOB0Y KUCAOMbL 6 KDOBYU NPU NOCMYNIeHUY NetUYuna, @ maxice RPOOONHCUMENLHOCTL
U mAdiceCmy CUMRMOMOB 80 6peMA UHMEPKYPPEHMHbIX 3a60e8anyll,

Y nayuenmoe ommeueno dozozasucumoe yeenuuenue gvigeOeHus usosanepunuyuna, no kpainei
Mepe, 6 00HOM cOOBwenuu yeenuyenue o3l aauyuna ¢ 300 0o 600 m2 / k2 / denv seca mena
Npusero K - CHUJICCHUI0  GblBeOEHUR  U308QNEPUWINUNUHG,  MPEONOROICUMENLHO  U3-3a

UH2UOUPOBAHUS 2TUYUHOM eauyun-N-ayunazer [60].

IIpu ucnonvsosanuu ykasannoti Qo3er #zauyuna** nossiwenue ezo YDOBHA 6 Kposu makoice He
ABNAEMCs OCHOsanUeM 0N ommensr npenapama. CHudicenue 003l Heobx00uMO npu nosgrenuu
HeOnazonpusmnozo spexma ¢ eude nosenenus Aemapzuu u amaxcuy, 0GycroGnenHbIX
UpESMEPHLIM HAKONNEHUEM 2IUYUHA, CHUNCEHUEM IKCKpeyuu u308anepuneauyuna éciedcmeue

unzubuposanus zauyun-N-ayunase.,

* - PexomennoBana KoppeKius MeTaboIHIECKOro auM03a nanuenTam ¢ Mertabonuuecknm
kpu3oM Ha gone UBA ¢ nensio MusuMu3aImH PHCKOB Pa3BUTHS KPUTHYECKOTO COCTOSHUS [45,
49]. |

Yposenn y6ennreannoctu pexomengamnuii C (YpoBeHL 1ocTOBEPHOCTH KOKA3ATEALCTE — 5)
Kommenrapun: ong xoppexyuu Memaboauyeckozo ayudo3a uchonw3yiomes pacmsopvt Hampus
eudpoxapbonama** (ko0 ATX — B05X4), #Kanua xnopuo+Hampus 2udpoxapbonam+Hampus
xnopud. Hampus zudpoxapbonam** npumensemcs 6 ude 8,4% u 4,2% pacmeopa ons ydobemea
nepepacyema na mmons NaHCO. Ezo 0o3upoexa (MmMons) onpedensiemcs no dopmyne: (-BE) x
macca mena (k2) X 0,3. I(pOMe moeo Rayuenmam pexomenoyemces wenoynHoe nunve — — pacmeop
co0vt u3 pacyema %-1 yaiinas noxcxa na 200 ma 800bL, WenoyHble MuHepanbhble 600bL.

B 3asucumocmu om mascecmu cocmb;mug Kaoicowie 6-12 yacoe konmponuposams noxazameny
KUCTIOMHO-0CHOBHO20 COCIMOSHUS Kpoéiz, YPOGHA HAMPUA U KANUA 8 KPOGU.

. Pexomengosatio TMALMEHTaM ¢ MeTaG0IHYeCKUM KPH30M Ha ¢one MBA BHyTpHBeHHOE
BBC/ICHHC paCTBOPA NEKCTPO3BI** IOX KOHTPONEM €€ YPORHSA B KPOBH IIPH pa3BUTHH
MeTab0IMYeCcKOro Kpusa, a TaK)Ke.paCTBOPOB AJLL TAPCHTEPANILHOTO MMUTAHNS U HHCYIIHHA U €0
aHasoroB (A10A) npu HEOOXOUMOCTH, ¢ HENIBI0 BOCTIOMHEHHS OHEPreTHYECKUX NoTpebHOCTEH
H TIPEIOTBPAIIEHHS Pa3BUTHS HéBponomqecxnx Hapymenwui [28, 29, 30, 45, 46, 49,61].
Yposens yGeanrennnoctn pexomenmanuii C (YPOBEHB 10CTOBEPHOCTH AOKA3ZATENLCTE — S)
Kommenrtapun:  Buympusennoe  esedenue pacmeopa  dexcmposer**  uz  pacwema:

HOB0pOJICOeHHbIe U Oemu 00 3-x Nem 10-12me/xe/mun, om 3 00 10 nem 8-10 Mme/ke/Mun, cmapue
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10 nem 5-8 me/xe/mun. Ipu cuudsicenuu 2n10x0361 HudCE 2,5 mmonv/n 6 Kkpoeu Heobxodumo
6Hympusennoe cmpyiinoe egedenue 10%-25% Oexcmposwi** us pacyema 2-3 Ma/ke, danee
nepexoosm Ha 6HympusenHoe KaneavHoe égedenue 10% oexcmpo3or ¥ *

C vyenvio obecnevenus oocmamounoii  xanopuiinocmu u npe0omepaujeHus  upeamepHoli
2u0pamayuy u 2eMOOUNIOYUY, GOIMONICHO 68edeHUe Pacmeopoeé Ons napeHmepansHozo

NUMAHUA - RUNUO08 (HCUPOGbLE SMYNLCUY OIS HADEHMEPANLHOZ0 nuUmanusa**) oo 2 o/ke/cymru (0,4
ma/xe/uac 20% p-pa)

Heomnooicnyro enympueennyio mepanuio credyem nawunamo xax MONCHO panvwe npu bonee
m;iwce;wzx COCMOSHUAX, C 6bICOKOT memnepamypot, nosmopsrowecs peomotl unu masicenvim
2acmpo3nmepumon.

Pacmeopur ona enympusennvix ungpysuii, codepocawue 10% Oexcmposy** (unu 6onee)
cnedyem ucnonb306ame Oadice npu HOPMANLHOM YPOGHE 2110K03bL 6 kpoeu. Ecauy nayuenma
PA36UBAEMCA SHAYUMENLHAA 2UNEP2TUKEMUS (Hanpumep, yposens 2110K03bL 6 Kkpoeu bonvuie 250
M2/On) ¢ anioxosypuedi u umeromes HpusHaKu memabonuueckoli dekomneHcayuu, mo credyem
paccmompeme  603MOXCHOCMb  Hadana  ungysuu  uncyuna  (Huncynun  pacmeopumeiil
(wenoseyeckuti zenno-unocenepuuii) **) emecmo cuudcenus ckopocmu uH@ysuu dexcmposor*¥,
cnhocobecmeys ana50ﬂuqeckwwy cocmosnuio. Hauanvhas 003a ona ungysuu Huncynuna
pacmeopumozo (qeﬂbeequKozo 2EHHO-UHIICeHepH020)** cocmaensem 0,01 ME/xe/mun [45].
Vposenv uncynuna cnedyem mumposame, umo6er no00epocusamsy ypoeeHs 2110k03bl 6 KpOGU
meacoy 100 u 150 me/on. '

Cnedyem ommemums, umo unysus  Gonee KOHYeHMPUPOBAHHO20 pacmeopa
Oexcmposzvr** (15-25%) npu 6onee nuskois CKOPOCIYU UHQY3UU NOCPEICHBOM YEeHMPANLHOZ0
Kamemepa mooicem nompe6osameCs npu HedOCMAmouHoili cepdedHoti gyHkyuu, Kpome mozo,
credyem cobriodams ocmopoéfmochw npu npexpawjenuu HYmpueeHnol UHQy3uu - neobxodumo
MeONeHHO CHUdICAmb CKOPOCMb, Ymobbl uzbescamp COCMOSHUS PeaKMUBHOU 2UNOSIUKEMUL,

o Pexomenaonauo MalMEHTaM ¢ HBA AONOIHUTEIBHAS MEAUKAMEHTO3HAS KOPPEKLHSA ITPH
YPOBHe aMMHaKa B KpoBH BEme 200 MKMOIIB/II c uenmo BBIBEZICHHS H3OBITOYHOTO KOJIHYECTBA

JIGHHOTO MeTaGoHTa [45,61].

YpoBens yGeauTeapHocTH pexomermauun C (YPOBeHD X0CTOBEPHOCTH A0KA3ATENLCTE — 5)
KommenTapun: o
Ilpu yposne ammuaxa 6 kposu evitite 200 Mxmons/n HazHauaomcs npenapamut, cnocobcmeyiowue

SMUMUHAYUY AMMOHUA, Hanpumep, Gen3oam nampus (8 HACMOAUjee 6PEMS 3aPE2UCTPOBAN KaK
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nuuyesas 0obaska), u3 pacvema 250 mz/ka/cym (Maxcumansro 00 500 me/ke/cym, ecau macca
mexna npesvluaem 20 k2 0o 5,52/m%/cym) [45, 69, 70].
B 3asucumocmu om mascecmu cocmosnus xaxcovie 6-12 Yaco6 KOHMpOaUpoeame YpoeeHb

amMmuaKka 6 Kpoeu.

o PexomennoBano manuentam ¢ MeraGomHuecKuM Kpu3oM Ha ¢one HMBA mposenenne
KOHTPOJIA ITOKa3aTeselt o01ero (KIMHIYECKOro) aHANN3a KPOBH pa3BepuyToro, obmero Oenxa,
anbOyMHHa, TIIOKO3BL, >KeNle3a, JeiuuHa, ITIMIOYHA, H30BAIEPUIKAPHHTHHA M CBOOOIHOIO
KAapHUTHHA, NTApaMETPB! KHUCIIOTHO-OCHOBHOTO COCTOsiHHA KpoBH (KoMrtekcHoe OIpeseNneHue
KOHIIEHTPALMH HA AMHHOKHCIOTHI H AUHUIKApHUTHHBL B KPOBH METOIOM TaHAEMHOM Macc-
CHeKTpoMeTpuH, KoMILlekcHOe omnpepenenue comepixanus OpPraHHYeCKHX KHCIIOT B Moye
METOZIOM TaHIEMHOH Macc-crexTpomeTpuu, Mccnemosanue ypoBHs BOJIOPOAHEIX HOHOB (pH)
kpoBH, Hccnenosanue ypoBHs GydepHBIX BeluecTs B KPOBH, SJIEKTPOJIUTOB KPOBH (HATpHIA,
Kajmiit, XJI0p), conepkaHie aMMuaKa B KpoBH, cenenopanne YPOBHs MOJIOYHO} KHCJIOTHI B KPOBH
(fraxtara), rmoko3s1 B kpoBH, Kommekc uccienosanuit AUl AUarHOCTHKH KeNe30AeHIUTHOH
aHeMHH (3KeNe30 CEIBOPOTKH KPOBH, (eppuTuH, xKene30cBa3bIBaIOIEH CIIOCOBHOCTH CBEIBOPOTKH),
HccnenoBanue yposHs obmero Genka B xpoeH, Hccienosanue ypoBHs ans0yMHHa B KpoBH) [4,
19, 29, 30].

Yposenn yGenuteasnocrn pexomenmanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3ATEILCTB — 4)
Kommenrapun: ¢ npoyecce xomnaexcnozo nevenus npoeodam onpedenenue codepicanus 3-
2UOPOKCUU30EANePUAH 060 Kucromul u uzoearepunzauyuna 6 move. Kpamnocmo nposedenus
aHanu3o8  3agucum om cocmoanus pebenka, HO 6 nepuod UHPEKYUOHHbIX 3abonesanul,
Memabonu4eckozo Kpusa onpedenenue aMunoKUCIOm U KapHUMuHo8 ocywecmensiom e peoice 1
pasa e 7-10 Onedl, uccredosanue KuCﬂomHo-bcuoeHozo COCMOosAHUL — ediceOHe8HO Q0
cmabunusayuu noxazameneii. Ypoenu amunoxuciom @ Kpoeu Ha goHe neyenus QondcHbl Guimp
npubnuoicenor K peqbepeycubwu 6o3pacmubim 3Havenuam. Ilokazamens zruyuna moocem Guimp
YMepeHHO nosolleHHbIM. , ‘

Cuuoicenue ypoeus zemoznobuna, sicenesa, obuyezo Genxa, anbOYMUHa U amMuHoOKuCIOm
YKasvieaem Ha ﬁeaocmamoquocmb HYmpumugHou nodoepocku. Ymenvuienue codepcanus
C60000H020 KapHumuHa, aworcoﬁ:z, menoenyus k cnudicenuio pH kpoeu, degpuyumy OCHOBaHUI,
Hapacmanue  cooepiCcanus 'woeaﬂepunk‘apuumuua 6 Kpogu, 'Moqeeoﬁ 9KCKpeyuu  3-
2UOPOKCUU308ANEPUAHOBOT KUCOMbI, U308ANEPURAUYUHA, 3-2udpokcumacaanoii xucnomer —
nebrazonpusmnvie nabopamopuvle npusHaku, ceudemenscmeyiouue 0 Hauane pazeumus

Memabonuueckozo kpusa.
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. Pexomennosano OCYIICCTBIATH KOHTPOJIB HYTPUTHBHOTIO CTATyca C KOPPEKLHeit JHeThl
B 3aBHCHMOCTH OT COCTOSHMS MAlHEHTA M €ro TohepaHTHocrn K GeNKy Cc HENBI0 yCTpaHeHHus
karaGonusma [4, 9, 32].

Yposens yoenuTteasnocru pexoMenganuii C (YpoBeHB 10CTOBEPHOCTH J0KA3ATEILCTB — 5)

Kommenrapuu: xowmpone gaxmuseckozo numanus (vumuuecxozo cocmasa payuona) ons
npeoynpeoicoenus pd33umwz Oepuyumuvix cocmosnuii npoeodsm y nayuenmoe €  nepuoo
Memabonuyecko20 Kpu3a — evcedneeHo, y demeii nepeozo 200a Jcusnu - ne peaice 1 pasa e mecay,

Y nayuenmos cmapwe 1 200a- 1 paz e 3 mecaya.

3.3 Unoe gevenue

o Pexomennonano mis nanmentos s COCTOSHHH OCTPOIrO METaf0NN4YEeCKOTo KpH3a, NpH
OTCYTCTBHH OBICTPOii IONOKHTENBHOM PEAKIMH Ha HHTCHCHBHYIO TEPaIHIO, COXPaHIIOMIEMCS
KETOAUUI03¢ M THNEPAMMOHMEMHH, C LENbI0 Gonee 3GMEKTHBHOrO BHIBEACHHS TOKCHYHEIX
MeTabOIUTOB POBEEHNE IEPHTOHEATHHOTO AUANTH3A WM FeMOIHAIN3a [49, 55].

Yposens yoeanreasnoctn pexomenmanuii C (ypoBenb 10CTOBEPHOCTH A0KA3aTENLCTB — S)

Kommenrap;m: Pewenue RpuHuUmMaemcs Konre2uaibto Koncuauymonm 6’pa'-l€l7 creyuaiucmos.

4. Menuuunckasi peaGuauTauus . M CAHATOPHO-KYPOpPTHOE JieYyeHHe,
MEAHIHHCKHE MOKA3AHHA H NPOTHBONOKA3AHHA K NPHMEHEHHI0 METOJ0B
MEIHNHHCKOH peabHIHTALNM, B TOM 4HcJIe OCHOBAHHBIX HA HCHOJb30BAHKN

NPHPOAHBIX Jie4eOHBIX (paKkTOpOB

. PexomenmoBaHo  npoBemeHHE  IICHXONOrHYECKO: NMOAHEPKKH M 0oOyYeHHus
PONMTENCH/3aKOHHEX ~ NpeJCTABUTENEH/AMEHTOB  IPABHIIAM OpraHu3allMid IOMOWIK |
AUCTOTEPANUH B MEXTIPHCTYNHbIH NIEPHOJ U B IIEPHOJ YTPO3BI METAGOHYECKOr0 KPH3a C LENBIO
MMHHMMH3AIUH PHCKOB OCII0KHEHUI M OKa3aHus CBOCBPEMEHHO noMomu [39].

YpoBensn yﬁeanTeHSHocrzl pexomenpaunii C (ypoBeHb R0CTOBEPHOCTH J0KA3ATENbCTE ~ 5)
Komiuenrapuii: PoOumenu/3axonHwie npeocmasumenu/nayuenmer  OONHCHOI  Gbime
unghopmupoganwvt o xapaxmej)e u maicecmu 3a6oneeanus, HOCAeOCMaus npU He@uNONHeHUU
épayebnbix HasHayenul. Y poéumeaéﬁ/mxouuux npedcmasumeneii/nayuenmos ecezda 0ondicHa
bvimb namAmKa ¢ yrazauuem HeomnoJICHbIX MEpOnpUAMUI 8 nepuod yespos3vl U pasumus

Mmemaboauyeckozo kpusa.
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5. Ilpopunakruka u AHCHAHCepHoe Hal/II0eHHe, MeAHHHCKHE MOKA3aHHS H

IIPOTHBONMOKA3aHHS K IPHMEHEHHIO MeTO10B IlpO(l)l’IJlaKTPIKH

5.1 Ilpogpunaxkmura

Heonamanenviii ckpunune 6 Poccutickoti @edepayuu nposodumces é 2.Mockea u IIpumopcxom

Kpae.

® PexoMenayercsi KOHCYNBTalUsA Bpaya-eHETHKA CEMBAM IIOCIE YCTAHOBICHHS IHATHO3A
nanuentaM ¢ VIBA ¢ 1ensio pasbACHEHNi FeHETHYECKOTO PHCKA, 0GCYIKACHHS BO3MOKHOCTE!H
TPEHATAIBHON 1 PEUMILIAHTAIIHOHHON HArHOCTUKH [66].

Yposens yoennreasHocTn pekomenganuii C (ypoBenn AOCTOBEPHOCTH N0KA3aTeJLCTB — 5)

¢ Pexomenayercs o6cienoBatue pouTeneii NAHEHTA C LEIbIO BHIABICHHUS TeTEpO3UTOTHOTO
HOCHTEJILCTBA PaHee BHISBIEHHBIX MYyTauuii ¢ MOCHeAYIOIIMM HCIIONB30BaHHEM PE3yIHTATOB
oGcreoBaHus IpY MPOBEACHHU INPEHATAIBHOM NUAarHOCTHKH M IPEMMILIAHTALHOHHOM
JHArHOCTUKH [66].

YpoBeHb yoeauTeasnocTn pexomennaunii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEALCTB — 5)

KommenTapmii: 'enemuyeckuii puck noemopnbeo pooicoenus pebenka ¢ HeA e cemve

cocmasasem 25%.

¢ Pexomenayercs npoBemeHue obcnenoBanns Ha VBA nersaM mo6oro BO3pacra U3 ceMeil,
HMEIOLMX TNalHEHTOB ¢ JaHHEIM 3aboneBaHHEM (B NEPBYIO o4epens, O6paThs H CeCTpHI
MalUenTa) ¢ IeNbio HexmoyeHus UsA [17].

Yposens ydenqureabpHoOCTH f0Ka3aTeaLCTB — C, YPOBCHB I0CTOBEPHOCTH A0KA3aTEJbLCTB- 5,

e Pexomenayerci ¢ 1enbio NPOQUIAKTHKH  Pa3BUTHA  MeTaGONMYECKHX  KpH3OB
UHGOPMHPOBAaHUE ponnTenéﬁ (unu 3aKOHHBIX peAcTaBuTeNeit) narnuenta ¢ UBA o Xapaxrepe
3a60/ICBaHMs, NPOBOLHPYIOMMX (AKTOPaX H NPEJBECTHHKAX KpH3a, BO3MOXKHEIX €r0
HIOCJIEICTBHSIX. '

Yposens yGenutensnoctu pexomenaaunii C (ypoBeHb JOCTOBEPHOCTH J0KA3ATEbCTE — 5)

¢ Pexomenayerca naumentam ¢ WBA npoBOAHTH NpOQHIAKTHYECKYIO0 BAKIHHALMIO IO
HAIHOHAIFHOMY K&JIEH/IAPIO IPHBHBOK, BKIOYAs BAKUMHALHIO IPOTHB IPHIIIA H POTAaBHpYca,

C COONMONeHnEM Mep NPEOCTOPONKHOCTH, B TOM YHCIE, Ha (OHE CTPOroro BHIIONHEHHS
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AHCTHYCCKMX M JIeYeOHBIX HasHAYEHHH ¢ [eNBIo (hopMHpOBaHUA MMMYHHOM 3amUTEL

OpraHu3Ma oT HHGeKUMi M IpenoTBpaIeH S PasBHTHS METaGONHIECKHX KpU30B [61].
YpoBennb yéennrennHocrn pexomennaunii C (ypoBeHb A0CTOBEPHOCTH JOKA3ATELCTE — 5)
Kommentapun: saxyunayuo yenecoobpasno npoeobumb CREYUANUCTNAMUY, UMEIOWUMYU ONbIM
pabomel ¢ nayuenmamu ¢ memabonuveckumy bonesuamu, unu nod wux Koumponem. B
nocmeaxyunanerom nepuode credyem npucmansno Habmodams 3q NPUSUMbIMU  C  NOBMOPHLIM
usmepenuem memnepamyper mena, uymo HeoOX00uMO 01 He3ameORumenvHo20 HasHavenus
:»caponouuolcalou;eu mepanuu npu 0uaeuocmupoeauuu auwxopadku >38,0°C, (napayemamon** uny,
ubynpoghen**), '
5.2 Jucnancepnoe nabniodenue A

ITocne evinucku us cmayuonapa (npu panneii uru Heonamanvhoii hopme ¢ debromom e

8ude Mmemabonuyeckozo Kpusa) pebenox Oomicen naxodumves Ha Smane ambynamopro-
RORUKNUHUYeCK020 Habmodenus y epava-neduampa, 6paia-neeponoza, epaya-zenemuxa, 6paya-
Ouemonoza. Ilayuenmur ¢ cumnmomamuueckois onunencuet nyscoalomes 6 nabnodenuy epaya-
nesponoza. Koncyrsmayuu dpyeux cneyuanucmos nasnauaiomes N0 NOKA3aHUAM.
o Pexomennayercss mammentam ¢ UsA PCrylApHOC MPOBENEHHE TaHIEMHOM Macc-
CIIEKTPOMETPUH, ISt OLPENIENIEHHS COACPXXAHHS B ILIa3Me KPOBH HJIM BLICYLICHHOM IIATHE KPOBH
amunokucnot (Kommnekcroe onpenenenue KOHUEHTPAllMX Ha aMHHOKHCIIOTH M allHJIKADHHTHHEI
B KPOBH MCTOZIOM TaHAEMHOMH Macc-CIIEKTPOMETPHH) C LENBIO KOHTPOJIA COCTOSIHHS IALMEHTA U
CBOEBPEMEHHOM KOPPEKLMH TeparnH [31, Oumobka! Herounuk cepuikn me naiinen.].
Yposens yoenqutenpHocTi pexomenaanuii C (yponem» AOCTOBCPHOCTH AOKA3ATEILCTB — 5)
KommenTapnu: | R'pamHocmb nposedenus ananuzos onpeoensemcs cocmosHuem pebenka.
O6b1yno oannvie uccnredoeanus nayuenmam ¢ HeA nposooamces ¢ yacmomoii: kaxcovie 6 Mecayeg
nayuenmam 0o 6 aem, kadxcovie 6-12 Mecayee nayuenmam cmapwe 6 nem. Ho 6 nepuod
uH¢eKz;u0HHbzx 3abonesanuii, npu yepose memabonuueckozo kpuza — ne peace 1 paza ¢ 7-10 Oueii
uacmoma uccredosanuii 6 Junamuxe sasucum:- om eospacma: uawe y demeii 0o 1 200a
(edrcemecauno) u demeii pannezo u dowkonbHO20 6o3pacma.
Pexomennyerca kommiexcroe ONpPEJENCHHE KOHLEHTPAIHH OPraHHYECKUX KHCIIOT
(u30BanepuanoBas, 3-rnnpoxcﬁﬁadnanepnano1aax " KHCJIOTa, 4-rﬁ,upoxcnn303anepnaHOBaa
KHCIIOTd, M30BANEPHIIIALMH) C LEIBI0 KOHTPOILA 'cocrosmnsr NalMeHTa H CBOEBPEMEHHOI
KOppeKxuuy Tepanuu [31, Onmﬁlca' I/IcTo-mmc CCBIJIKH He Haiixen.].
YpoBens yoequTenbuocTH pexomexmaunn C (yponem. ROCTOBEPHOCTH XOKA3aTEALCTB ~ 5)
KommenTapun: Hcczzedoeauue YPOSHI U306ARePUNKAPHUMUHA 8 KPOBU U NOYEYHOTI SKCKpeyuu

Op2aHuveckux  Kuciom  (uzoeanepuanosas, 3-zuc)poxcuu303aﬂepuauoeaﬂ Kucnoma, 4-
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2UOpOKCUU306anepuanosasn Kucroma, usoeanepuneiuyurn) npoeodamecs ho UHOUBUIYANbHBIM
ROKG3aHUAM 6 3a68UCUMOCU OM KAUHUYeCKOTl cumyayuu [31, Owubra! Hemounux ccounku ne

Haliden.].

Kpamnocmo npoeedenus ananuzos onpedensemcs cocmosnuem pebenxa (6 cpeonem — 1 pas ¢
200).

J PexomennoBano pcem nammenrtam ¢ UBA, B munamuke npu T€panuu Kpu3a MpOBECTH
HCCIIeI0BaHHe xncnomo~ocnonnoro COCTOAHHA 1A oneHKH ypoBHA pH (Mccnenoranue YpPOBHS
BOIOpomHelX HoHOB  (pH) xposu, Hccnemopanme ypoBHA OydepHbIX Bemects B KpOBH)
SNICKTPONMTOB KPOBH (HATPHi, Ka/Mil, XJI0p) IS AMATHOCTHKH M KOHTPOJIT MeTa00NHYeCKOro
alunosa, MCCNENOBaHUe YPOBHS aMMHAKA B KPOBH, HCCIIELOBAHHE YPOBHS MOJIOYHO KHCIOTEI B
KPOBH (J1aKTara), IMOKO3EI B KPOBH, OOHapy’KeHHe KETOHOBBIX T B MOYE U B KPOBH C IENIBIO
CBOCBPEMEHHOH KOppeKuuH Tepanuy [26, 28, 29, 30].

YpoBens y6eanreasnocrn pexomenaanmuii C (YPOBeHL 10CTOBEPHOCTH J0KA3ATE/ILCTE — 4)
Kommenrapnii: uccredosanus Npo8oOAMCA 6 npoyecce QUHAMUYECKO20 Habniodenus, yacmoma
onpedensemecs uHOUGUIYaAnbHO, 6 cpeonem 1 paz ¢ 6-12 Mmecayes. B nepuod mematbonuyecrozo
Kpu3a esceonesHo.

. Haunenram ¢ UBA pexomenmosano IIpOBEAEHHE 00LIero (INTHHUYECKOTO) aHaTH3a KpoBH
Ppa3BepHyTOrO ' c | LENEI0 KOMITJIEKCHOIH JNHarHOCTHKH
nanumoneunn/neﬁrpo‘nennnhp0M60uuronennn [4,26,29].

YpoBenb y6eaureannocru pexomengauuii C (YypoBenb (0cTOBEPHOCTH 10KA3ATE/ILCTR — 4)
Kommenrrapnii: ccredosanue npoeooumca npu OuazHocmuke u @ npoyecce OuHamuueckozo
Habmodenus, yacmoma onpedensiemcs undusudyanvio. B cpeonem 1 pas ¢ 12 mecayes.

. Pexomennyerca mposenenue GuoxmMuueckoro aHaIM3a KpOBH oneTepanequecxoro
(tmoko3a, obwmii Genok, GemkoBbie ¢pakiun (HCCHC}IOBaHI/Ie ypoBHA ane0ymMuHa B XpoBH,
onpenenenue anbOyMUH/rmoGYIHHOBOTO COOTHOLICHUS B KPOBM), OOLIMH, CBSY3aHHBIE H
CBOGOMHEN GumHpyGHH XOJICCTepHH TPUTITULEPU/IE, nnnonpo*remxm HU3KOH M BBICOKOIf
IJIOTHOCTH (MCCAEJOBAaHHE YPOBHS JIMTIONIPOTEHHOB B KpOBH), meno4Han docdarasa, ramma-
rmoTamunTpancdepasa, kpeaTanH, MOYCBHHR, . anaHMHaMuHOTpaHcdepasa  (AJIT),
acnapTaTaMHHorpaHC(bep&a (ACT), nankpearnueckas aMmIasa, JHIA3a, Kambipii obmuit u
HOHW3HPOBAHHEIA, HATPHH, Kanuif, HeopraHmueckwmii docop, xemeso u deppurun, C- -PB)
nauuentam ¢ UBA anst ouenkn (YHKIHOHANBEHOTO COCTOAHMS BHYTPEHHHX OpraHoB, HaJTHYHs

MHOEKINHOHHEIX OCIOXHEHHH H HYTPHTHBHOTO CTaTyca nauueHra [24, 32].
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YpoBens y6eanTeALHOCTH K0KA32TENLCTE — C, ypoBeHDb X0CTOBEPHOCTH 0KA3ATENLCTE- 5,
Kommenrapun: Kpamuocme nposedenus ananuzos onpedensemcs cocmoanuem pebenka,
O6biuno dannvle uccnedosanus hayuenmam ¢ HeA nposodsmcsa ¢ vacmomoii: kaxcovie 6 Mecayeg
nayuenmam 00 6 nem, xaxcovie 6-12 Mecayee nauuenmwu cmapwe 6 nem. Ho e nepuoo
unpexyuoHHvIX 30601e8aHUl, npu yzpose memabonuyeckozo kpusa — e pesice | paza e 7-10 oueil,
o Pexomennyercs nposenenue anexTposHuedanorpaduu (A7) nanuenram ¢ A npu
HATMIHH HEBPONOTHYECKOH CHMITOMATHKY ISl BLISBIICHMS SMunenTHGOPMHOM aKTHBHOCTH
[59].

Yposens yGeanrenbnocTH pexomenpauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3ATENLCTE — o))
Kommenrrapun: ¢ mom wucae D3I ¢ sudeomonumopunzom. Ipu omcymemesuu npucmynog-me

beorce 1pa3a 6 200, npu Haruvuu Snunenmuyeckux npucmynoe- no noxa3aHusAM

) Ipu Hammuny kHRYecKNX TNIPH3HAKOB/X%aJ106, XapaKTepHbIX Jsa TIOpaXXeHHs! CepAeYHO-
COCYRHCTOH CHCTEMBI mauueHTaM ¢ HBA  MOXeT 6brTh PEKOMEHZOBaHA peTUCTpalMs
SJICKTPOKAapAHOrpaMMBl (BKF) 9XoKapauorpagus (Ox0KI) c LIEIBIO
HCKIFOYCHHUS/IOATBEPKACHHS TATOIOTHH CepAEHO-COCYIUCTOM CHCTeMBI [36].

Yposens y6eantenanuocru pexomenaunii C (ypoBeHE 10CTOBEPHOCTH A0K23aTENbLCTR — 3)

Kommenrapuii: npu memabonuyecrux Hapyuienusx co CMOPOHbL  CepOeyHO-coCyOucmoii
cucmemvl Mozym HabNOOAMbCSL KAPOUOMUOnAMUS, Hdpymeuu;z cepoeunozo pumma. B cpednem 1
pas e 200.

. Mauuentam ¢ UBA npu Hammuun KJIMHMYECKHX IIPU3HAKOB/anol, XapaKTepHBIX I
TIOPaXXCHUA  IIOJKEITYA09HOM xceheém, MOXET ObITh PEKOMEHI0BaHO YJILTpa3ByKOBOE
HCCIIeIoBanue opréHOB ~ Gprommoit II0JIOCTH (xoMmIekcHoe) c LENBIO
HCKJHO‘ICHI/ISI/IIOA’TBCP)KI[GHHSI TIOPAKEHHSA IIOMKEMY NOYHOI sKkenesst [11, 12, 13].

Yposenn y6ennrensnocrn pexomenganii C (YpPoBens J0CTOBEPHOCTH KOKA3ATEILCTE — 4)

Kommenrapuii: B cpeduem 1 pas 8 200.

J Ho moxasaumam (mpu . Hamwamu KINHHYCCKHX MPU3HAKOB aTpOGHH 3PHTEIBHOIO
HEPBA/alI06 HA HAPYIUESHHS 3PEHHUS) NALUEHTaM C I/IBA PeKOMenI0BaHa oBTATEMOCKOMHS ¢
LENbI0 ncmroqenwx/nomBepmeHHx/nnHaMquCKoro KOHTPOJLA aTpOhuM 3pHTENEHOrO HepBa (3,
37, 65].

Yposens y6enqntensuocrn pexomenpannii C (ypoBeHb J0CTOBEpPHOCTH 0KA3ATENLCTE — 4)
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. Pexomennyercs yuactue B BemeHmu mammentor ¢ VBA MYJNBTHAMCIHINTHHAPHOM
KOMaH[IBI CHENMAINCTOB B BUAY TOTO, 4YTO 3a00/IeBaHUe XapaKTEePHU3yeTCs MOPAKEHHEM MHOTUX
OpraHoB H CHCTEM, TpeOyeT KOMILIEKCHOM TepaluH, UTo JHKTYET HeoOXOIUMOCTS COBMECTHOI'O
BEACHI NTAIMCHTA CIICIHANHCTaMU PasHBIX nipoduneit [27, 65].

YpoBens yoeanTeasnocTH pexomennanuii C (YPoBens 10CTOBEPHOCTH AOKA3ATEALCTE — 5)
Kommenrapun:

Beem nayuenmam ¢ HeA npoeodsmes npuemvl (ocMompel) epaa-neduampa/spaya-
mepanesma/spaua obwjeli npaxmuku (cemeiinozo épaua)/epaua-neonamonoza (nepeuunvie u
NnOSMOpPHYIE) 8 OUHAMUYECKOM HAOMIOOeHUY ¢ Yenvi0 OYeHKU 0buje20 cocmoanus, nposedenus
Mepanuy, y4acmus 6 HasHA4eHuU U nPoceden Uy Ne4e6HO-peabUNUMAaYUOHHbIX meponpusmui.

Beem nayuenmam ¢ HeA npoeodsmes ‘npue,_ubz (ocmompul,  Koncyremayuu) epaua-
HEGPON02a (nepeuunvie u no6mopHwie) Ons ymounenus majcecmu  nopasgcenus LHHC u
onpeoenenus maxmuxy NeyebHo-peabunumayuonHuvix Meponpuamuii (3, 4, 5, 9,15, 39].

Bcem nayuenmam ¢ HeA nposodsmces npuemsl (0cMOmpbl, KoHcynbmayuu) epaya-
Ouemonoza (nepsustvie u no6mMopHsLe) Uiy 6pAYA- 2EHEMUKA ONA HAZHAYEHUA NAMO2EHEMUYeCKOT
Ouemomepanuu u Qanee npu. Heo0xodumocmu ¢ yeavlo Koppekyuu Oouemomepanuu
Ouemomepanuy, ocywecmenenus KOHmpons 3a eé cobmiodenuem. B cpeduem I p/mec na I 200y
orcusnu, oanee 1 p/3 Mec u no noxasawuam 00 3 nem; 1 p 6 mec nocne 3 nem [4, 9, 31, 39].

Hayuenmam c yemanoenennoim Ouaznosom Hed npogooumcs npuemsl (Ocmompui,
KOHCynbmayuy) epaqa-zeuemuka ceMbAM, umerouum poocmeennuxkos ¢ HeA u nayuenmam c
HeA - Ons nnanuposanus demoposcdenus [9, 27, 37].

Iipu nodospenuu/nanuyuu y nayuenma namonozuy 0p2ana 3peHust nPosoOSMCs npuembl
(ocmompet, KoHCYyTEMAyUY nepeuHbLe U noemopubze) épaua-ogpmanvmonoza [3, 9, 37].

Ilpu nodospenuwnanuyuu y naqueuma namonozuu cepoeyHo-cocyoucmoii cucmenol
npoBoOAmCA  npuemst  (0CMOMPbL, | KoHCYTbmayuy | nepsuuHble U noémopuvie) 6paya-
Kapouonoza/epaia-Oemckozo kapduonoza [40].

Hna nnanuposanus  undusudyanvnodi Peabunumayuontoil  npozpaMmbl  NCUXON020-
nedaz02u4eckol noOOePIICKY NAYUEHMAM U UX CeMbaMm nposodsmes npuemv (mecmuposanus,
Koncyfzbmauuu) ,uec)ut;uHc:coeo ncuxon0za u 102oneda-deghexmonoza (nepsuunsie u noeémopnule).
[9 39]. ‘

Hpu  neobxodumocmu ¢ npoyecce duaznocmuxu u nevenus yuacmeyiom Opyaue

cneyuaiucmel, 6 m.y., Hanpumep, 6paq-aHecme3u0ﬂo¢-peanumam0ﬂoz.



31

6. Opranmnsauns oKasaHus MeIHIHHCKOI IIOMOILH

Heonamanvnas u pannas oopma HeA ouaznocmupyemes na nepeom 200y orcusny pebenxa
Nymem CeneKmusHo20 CKpUHUHza, Komopulii npoeodumcs y M1a0enYyes u3 2pynnvl pucka u npu
NOABREHUYU KNUHUYECKUX CuMnmomoe [14].

Hemu ¢ Hed wacmo nonadaiom e omdenenue namonozuu Oemeti panHezo éo3pacma,
ungexkyuoHnoe omoenenue unu peanumayuio 6 cocmoanuu memabonuyeckozo Kpusa,
PaseusuLe20Ca Ha (hoHe Memaboruteckozo ayudo3a, omexa Mo32a, UNOIUKeMUL

IIpooonsicumensrocmo zocnumanuzayuu sasucum om cropocmu eepugpuxayuu duazrnosa,
KOppexyuu MemaGonuyeckux Hapywenuii nymem nposedenus uHmMeHCuHoT: mepanuu u Havana
hamozenemuieckou Ouemomepanuu, a makoce om CPOKO8 NOAGNEHUS NONONCUMENbHOT
OUHAMUKU CO CIMOPONBL YeHMPaTbHOI HEPEHOU  cucmemst ¥ Opyaux opeanos, ckopocmu
goccmanosnenus noxasameneil 2110KO3bL KpOBU U KUCTOMHO-UWENOYHO20 COCMOSHUSA, Omeem Ha
nieYenue ommeyaemes 6 meuenue 5-7 oueil, Hpe6bzeauue 6 CmayuoHape 6 cpedHem cocmasnsiem
21 Oenw. .

Hoxazanus s 1aHOBOM TOCIUTATH3AMNY B MEIUIMHCKYIO OPTaHH3alHUIO;

1. nposenenue auarnocTHKY 1 Nevenns, TpeGyIomIHe POIOIDKUTENEHOTO (HHEBHOE HITH
KpYIJIOCYTOYHOE IIPEOBIBaHKE) MEIHIIHHCKOTO Ha6moneHnsx H MOHMTOPHHTA KIIHHHKO-
nabopaTOpHEIX IMOKa3aTeneii;

2. Heo0XOTMMOCTB IIPOBEMCHHS PA3IMYHbIX BUIOB 9KCNEePTU3 WK 00CIe0BaHUS B
MEIHUHHCKOM OpraHu3anun TIpH HEBO3MOXXHOCTH IIPOBCACHHS UX B aMOyIaTOPHBIX
YCIOBHAX (B TOM 4HCIIe 0QOPMICHHE 3aKIFOUSHUST q)ezxepanbnoro-’
KOHCHIIyMa/BpaueGHOiH KOMHCCHH).

loxasaHus Mt 9KCTPEHHOM rOCIUTATH3ANH B Me;:muﬁncxyro OpraHM3aIuIo;

1. ocTpsle yrposxaromue s )U3HE 1 Pa3BHTHA OCIIOXHEHHH cocrosﬁmx, Tpebyrolnue
HEOTJIOXKHOTO JIEYEHHUS, B TOM UHCJIe HHTCHCHBHOI TEPaIHH, a TAKXXE KPYTII0CYTOYHOTO
MEIULUMHCKOI0 HabMIOIEHNS H IPOBEICHUS CIeUUaNBHBIX BUAOB 00CIEAOBAHIA H
JICYCHNS,

Ilokasanus K BRINMCKe MalienTa us Mezxmmncxon OpraHu3alui:

1. oTcyTcTBHE Yrpo3m! i KH3HHA MalMeHTa u yrposm PAa3BHTHS OCJIOXHEHHUH, TPEOYIOIIHX
HEOTIIOKHOTO JIEYeHHS TIPH 3aBepLICHHE ANATHOCTHYECKHX MEpOINPUSITHIA.

2. CTAGHIH3ALMS COCTOSHNA H OCHOBHEIX KIIMHUKO-1a00paTOPHEIX MOKa3aTeNneil
TNaTOJIOTHYECKOT0 IIPOLIECCa, OTCYTCTBHE HEOGXOMUMOCTH B NPOAOJIKUTENEHOM

MEJIMUMHCKOM HabmoneH Y (IHEBHOE HIIH KPYTIOCYTOYHOE npeGrIBaHueE);



7. Monomurenbuas nudopmauus (B Tom uncie ¢dakTopbl, BAHAIOIHE Ha

3a601eBaHNs M CPOKOB Hayana CreuMATH3HpOBanHoi Tepanuy. [Ipyu panHeit quarnocTuke (mo 5-

HEIIENIBHOrO BO3pacTa) okojo 85%

BLINIOJIHEH ILJIaH 06C.TICI[0B'aHI/IS{ H JICYEHMS NallMEeHTa, NaHbl PEKOMEHOAaINH 1o

AanbHeHmeMy HAGTIONCHHUIO H ICYeHHUIO,

HCO6XOIII/IMOCTI> IIEPEBOAA NManucHTa B APYTOoC MEMUIHHCKOE YUPCXKIOCHHE UJIU

Y4IpexaeHue CoOuaabLHoro 06CCHC'-ICHPI$I.

HexXox 3a00J1eBaHNA HITH COCTOSIHHST)

HpOI‘H03 COCTOAHUS H YPOBHA NCUXHYECKOTO Pa3BUTHA MALUEHTOB 3aBUCUT OT TAXKECCTH

TMALUEHTOB B CTAapIIeM BO3PACTE HE HMEIOT HapyIIeHwuii

HHTEJUICKTa H HEBPOJIOTHYECKUX PACCTPOHCTB, IIPH Mo3MHel JAUArHOCTUKE ~ O0KO0JIO 45%.

IIporros 3a6onepanust oTHOCHTENLHO GnaronpusaTHEIN 18 KM3HHM NpH  paHHeilf

AHArHOCTHKE M TIIATENBHOM MeTaboIHYecKoM KOHTpOIIE.

Kpurepun onenxn kauecrsa meanmuuckoii MOMOLIH

Kpurepun kavecrsa

Brinonaenne

ITposeneno KOMILJIEKCHOE OnpeleNeHne KOHLIEHTpaIKH
aMHHOKHCIOT M AlMIKAPHHTHHOB B KPOBH METOJOM TAHIEMHOi
MacC-CIIeKTPOMETPHY (IIPH MOCTAHOBKE AUATHO3A U Janee He pexe 1
pasa B 6-12 Mecsues)

Ha/Het

I[IpoBeneHo kommmexcHoe ONpPEACNCHNE CONEPIKAHUS OPraHHYECKHX
KHCIOT B MOYe (IPH ITOCTAHOBKE JMATHO3a U Jallee He pexe 1 pasa B-
12 mecsues) '

Ja/Her

[Iposenena neppnynas KOHCYNbTaNMs Bpauya-reHETHKA MalUeHTaM C
H30BAIEPHAHOBON auMeMueif HA MOMEHT YCTaHOBIEHHS AHarHosa

Ha/Her

IpoBenena nepsuunas koucymsTarus BPa4a-HEBPOJIOTA TALIUEHTAM C
H30BAICPHAHOBOM allkfieMuell Ha MOMEHT YCTAHOBIEHHS HATHO3a

Ha/Her

Ilposeneno monexynapHo-renetHueckoe HCCIICIOBAHNE MyTauuii B
rete IVD (npu ycTaHOBNCHUH JMarHosa) - ‘

Ha/Her

Bemonnen kmunuveckuii anmamms KpOBHM pa3sBEpHYTEHIl Ha 3Tame
ANArHOCTHKM M Janee He pexxe 1 pasa B 12 Mecanes

Ha/Het

Brimonneno nccnegosanue yposHs BonopoansIx HoHoB (pH) kpoen,
HCCIIEN0BAaHNE yPOBHS Gy (DEpHEIX BelecTs B KPOBH 3NEKTPOITUTOB
KpoBH (HATpHi, Kauuii, XNOp) U1 IHATHOCTHKH K KOHTPOJIS

Ha/Her

MeTaboIHYEeCKOro anuno3a, IIPOU3BEACHA OLIEHKA COACpXKanua
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aMMHaKa B KDOBH, HCCIC[JOBAHME YDOBHS MOJNOYHON KHCIOTEI B
KPOBH, IIIOKO3BI B KPOBH, 0OHapy eHHe KETOHOBBIX Tell B MOUE 1 B
KpPOBH - Ha JTalle NMAarHOCTMKH W Jajiee He pexe 1 paza B 6-12
Mecanes. B nepuox MetaGomueckoro KpH3a €KEIHEBHO

Iposenena ouenxa HyTputuBHOrO CTaTyca: MCCIIEZOBAHHE YPOBHS Ja/Her
ob1ero Genka B KPOBH, HCCIIETOBAHME YPOBHA anb0OyMHHA B KpOBH,
KOMIUICKC HCCIIEAOBAHHIT MM AMArHOCTHMKH KenezoneUIHTHOH
aHEMHH (ene3a CHIBOPOTKH KPOBH, dbeppuTHH, KenesocBs3pIBaOMmEit
COCOGHOCTH CHIBOPOTKH)- HA 3Tarle MUArHOCTHKH M JaJjiee Kaxaele 6
MeCANEB MalHeHTaM o 6 net, xaxnapre 6-12 MECSIEB malMEeHTaM
crapiue 6 ner. B mepuox HH(EKIHOHHEIX 3a60neBanmii, P yTpo3e
MeTaboIMYeCKoro Kpusa — e pexe 1 paza B 7-10 nueii.

IlpoBenen koHTpONs HyTpHTHBHOrO CTaTyca C KOppeKLueH - AUeTE Ha/Her
(TIpY yCTaHOBIIEHHOM JnarHose, nanee — KODPEKIUA B  [EPHOX
METa0ONMYECKOTO KpH3a — ¢/KETHEBHO, Y A€Tel IEPBOTro rofa KH3Hu
- He pexxe | pasa B Mecan, y nanuenTos crapie 1 roga— 1 pas B 3
Mecana.

10

Brmonneno naznadenue #11eBoKapHUTHHA Ha/Her
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IIpnaoxenue Al. Cocras paGoueii rpynnsl o pazpaGoTke H nepecMoTpy

KJIMHHYECKHX PeKOMeHaanuii

1. Baiinaxosa I'. B. - x.6.h., Bexymuii HayuHsli cOTpyaHHMK NabOPAaTOPHH HACHEACTBEHHEIX
Oonesneit obmena OI'BHY "Meauxo-reHeTHYeckuil HayuHEIf IeHTp HM. aKa#eMHKa
H.I1.BoukoBa", wien Poccuiickoro o61mecTBa MEAHIIHHCKHX I'€HETHKOB.

2. Bapanos A.A. — axan. PAH, npodeccop, 1.M.H.; nodetHstit npesunent Cor03a MeIUATPOB
Poccun, cosernux pykoBoautens HUM memuarpum um oxpamst 3mopoBss nereii LIKB PAH,
npodeccop kadempsr neanaTpun u gerckoii peMaronorun PTAOY «Ilepseiit MTMY um. .M.
Ceuenosa» Mumsnpasa Poccun (CeuenoBckuii VhuBepcHTeT), INIABHBIL BHEIITATHELI
CrienuanucT neauarp Munsnpaea Poccuu.

3. boposuk T.J. — mpodeccop, m.M.H., 3aBefyromas JrabopaTopueli MHTAHHA 3JOPOBOTO M
GonpHOrO pedenka OI'AY «HaunoHnanbHEL MEAUIHHCKUIH HCCIEA0BATENbCKHI LIEHTP 30POBBA
Aeteity Munsnpasa Poccun, wien Acconuaniy MeIMIUMHCKUX reHeTHKoB (AMID),

4. Bymyesa T.B. — A.M.H.,, BenymHii HaydYHBIH COTPYAHUK 1a60PaTOPHH THTAHUS 3I0pOBOTO U
GonsHoro pebenka PI'AY «HanuonanbHE MEAHIUMHCKHI HCCIIENOBATENECKHIT IEHTP 310POBbS
mereit» Munsapasa Poccun, unen Acconnannn MeANIHHCKEX reHeTHKoB (AMID).

5. Bamaxmanse H.J. — 1.M.H., pykoBOauTeNb OTAENa OpdaHHbIX Gonesnelt H NPOGHIAKTHKY
MHBaNIUAM3KpYyIoumX 3abonesannit HUM nemuarpuu u oxpansl 3moposesa aereit LIKE PAH
npodeccop kadenpsl axynprerckoit ImeauaTpun nepuarpuyeckoro dakynsrera ®IBOY BO
«PHUMY um. H.H. ITnporosa» Muunsapasa Poccun.

6. Bumnésa E.A. — n.m.n., 3aMectuTens pykosoautest HUY neauarpun u oXpaHHI 310pOBbs
mereit IKb PAH MunoGpnayku no nayunoii pabote, mpodeccop xadenpsl dakysTerckoii
neauarpun  nepuarpudeckoro daxynsrera ®I'bOV BO «PHUMY um. HH. IIuporosax
Munzapasa Poccun, wien Corosa neguatpos Poccun.

7. Tao6a O.B. - x.M.H., BpPau-HEBPONOr-3MHJIEHTONOr, BPaY-NIEAUATP, BEAYIIMA HAYIHBI

COTPYJHHUK OTAENEHHs NICHXOHEBPOJIOTHH H NCHXOcoMaTHyeckoit naronornu ®IAY «Hayunsrit
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MEJIULUHCKUI MCCIEeNOBAaTENbCKUI IIEHTP 3HOpOBBs Jnereit» Mun3apaa Poccuu, wieH
Acconuaryy MeJUIMHCKUX reHeTHKoB (AMI).

8. I'peGenkun JI.H. — Bpad-reHeTHK OoTAeneHUA MeaunMHCKoit reHetuxku OI'AY «HMHUI]
3I0pOBbs AeTeity Munsapasa Poccuu, wieH Acconpaniy MEAUIMHCKHX reHeTHKOB (AMI)

9. Kypkosa H.B. — x.M.H., Benymuii Hayuynslii corpyaauk HUMW nemuarpus m oxpassl
spopoBss aerei IIKB PAH, unen Coro3a nenuarpos Poccun, wieH Acconuaniy MEIUIMHCKHUX
renetukoB (AMI).

10.  3apy6mua B.B. — Bpau-reHeTHK MEIHKO-reHETHYECKOTO oTAeneHH Mopo3sosckoii JITKb
A3M.

11.  3axaposa E. 10. -1.M.H., 3aBexyromias naGoparopueit HacnenCTBEHHBIX Gone3Heit oOMeHa
OI'bHY "Menuko-renernueckuii HayuHslii nentp uM. axagemuxa H.JIIL.Bouxosa", unen
Poccuiickoro obmecTsa MEIUIMHCKIX FEeHETUKOB, WIEH eBponeiickoro o0iecTsa no u3y4eHuio
HacJIeICTBEHHBIX Oone3Hel oOmeHa BemecTB (SSIEM).

12.  3Bouxosa H.I'. - K.M.H., CTapIIHii HAYUHBIH COTPYAHHK J1abOpaTOPUU MUTAHUS 3J0POBOTO
n OonsHoro pebenka OI'AY «Hayunsii MeZMIMHCKMIT HCCIENOBATENbCKUIT LEHTP 3M0POBBS
neteity Munsapasa Poccun, wien Acconpaliun MeIUITHHCKHX TeHeTHKoB (AMI).

13. Kapacesa M.C. — Bpay-nemuarp, Hayuynbelii cotpyaHuk HUM neamarpum u oxpausl
spopoBss aereit LIKE PAH.

14. KperoB B.B. — Bpay- peaHHMaTOJIOT OTAEICHUS pPEaHUMAllMH ¥ MHTCHCHBHOMN Tepamnuun
OI'AY "HanuoHanbHEIH MEAUITHTHCKUI HCCITEIOBATENbCKUIT HEHTP 3M0pOBbs AeTeil" Mun3apasa
Poccuu.

15. KysenkoBa JIL.M. - 1.M.H., 3aBeayiolas OTACICHHEM IICHXOHEBPOJOTHH H
ncuxocomarndeckoit naronornn OI'AY "HanuoHanbHBIH MEIUIMHCKHMHA HCCIEHOBATENbCKHIA

LAl

LEeHTp 350poBhs Aereit" Munsapasa Poccun, unen Acconyanyn MeINIIMHCKUX T€HETHKOB.

16. Kyues C. WU. - wi-kopp PAM, am.H., nupexrop ®I'BHY "Menuko-renerndeckuii
Hay4Hblii LeHTp uM. akageMuka H.IL.Boukoma", Ilpesupent Accomuauun MeIULIHHCKUX
renetukoB (AMI).

17.  MuxaitnoBa C. B. - n1.M.H., 3aBeayromas otneneHneM OI'AOY «Poccuiickas Jlerckas
Kmaanaeckas Bomsuunay PHUMY um H.H. [Tuporosa.

18.  Hasapenko JLIL. - npodeccop, 1.M.H., 3aMECTUTEND JUPEKTOPa IO Hay4YHOR M eyeOHO
paboTe, pyKOBOAUTENb abopaTopuu HacneAcTBeHHOI naronorny HAW meqvnuncKo#i reneTnky,
Tomckoro HUMII PAH, wien AcconHanui MeJUIIMHCKIX reHeTukoB (AMI).

19. Hamaszosa-Bapanosa JI.C. - akax. PAH, mpodeccop, a.m.H., npesugeHtr Coroza

neauarpos Poccum; nact-npesuneHT EPA/UNEPSA; pykosoautens HUM nenuaTpuu 1 oXpaHst
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smopoBest  pereit IIKB PAH, 3aBemyromas xadenpoit  axynprerckoit neAuaTpuy
neauaTpuyeckoro paxynsrera ®I'50Y BO « PHUMY um. H.H. Iuporosay Munsapasa Poccun,
TJIaBHBL BHEIUTATHBIA AETCKHI CNEHMANUCT MO NPOQHIAKTHYECKON MemuIuHe Mun3sapasa
Poccuu.

20. Huxonaesa E.A. - 1.M.H., pyKOBOAMTENB OTAENA KNIMHUYECKOH reHeTiy OCII «HayuHo-
MCCIIENIOBATENIBCKUH KIMHHYECKUH HHCTUTYT NexuaTpun umenu axanemuka I0.E.Benstumenay
®I'AOY BO PHHMYVY umenn H.W.Iuporosa, wien Poccuiickoro o6mecTsa MemMIMHCKUX
TeHETHKOB, WieH ACCONHALIMA MEAMIIMHCKHX [C€HETHKOB.

21.  Iymxos A.A. - KM.H., BeRylWWil Hay4HbIH COTPYIHHK 1a0opaTopul MOJIEKYJIAPHOM
TEHETHKH 1 MEAUIUHCKOH reHoMuKH OI'AY "HaunoHansHbIit MEANIIMHCKHI HCCIIENOBATEILCKHU
IEHTP 310poBbA AeTeil" Munsapasa Poccuu, unen Acconuaniuy MEgUIMHCKUX TeHETHKOB.

22.  Pennmna C.A. -x.M.H., Bpau-renetuk ®I'BHY "Mezauko-reneTnueckuii HaYYHBIH LEHTD
uM. axkagemuka H.IL.Boukoa", unen Poccuiickoro ofmecrsa MeauIMHCKHX F€HETUKOB, WICH
Acconnanuu MeTUIIMHCKUX T€HETHKOB.

23.  Casoctbsanos K.B. - 1.6.H., HAUQIBHHK LEHTpa QYHIAMEHTAIBHBIX UCCIENOBAHHA B
nepuatpun PI'AY "HauuonanbHbL MEIMIMHCKAI HCCTEH0BATEBCKHI LIEHTD 370pOBBs Aereii”
Munsgpasa Poccuu, wien Acconyauuy MEIUIHHCKHX TeHETHKOB.

24.  Cemnmzsnosa JI. P. - k.M.H., Beayuuii Hayunsiit corpyaank HUN IIeAUaTPUH U OXPaHEI
3poposea jereiit [IKB PAH Munncrepcrtea Haykun H Bhicmero obpasoBanus Poccuiickoit
Denepanyy, T0UEHT Kadeapsl IeAHaTPUH U AeTcKoit peeMaronorun GIAQY «IlepBerit MI'MY
uM. IM. Ceuenosa» Mmnsnpasa Poccuu (CedyeHOBCKuit YHHBEpPCHTET), HOLEHT xadenpsr
daxynsTeTckoit nemuaTpun neauarpuyeckoro daxymstera ®IE0Y BO «PHUMY mM. H.U.
[Tuporosa» Munsnpasa Poccun, wien Corosza nexuarpos Poccu.

25.  Cmnpnosa O.51. — Bpau-reHeTHK, CTapIunit HAYYHBIH COTPYAHHK OTHENA CTaHJapTH3aIUH
H M3YHCHUS OCHOB JIokasaTensHoi Meauiuusl HUM nexuarpuu u oxpanst 310poses aereit LIKB
PAH.

26.  Crpokosa T.B. - n.m.H., npodeccop PAH, 3aBenyromast oTaeleHHEM NeINaTpUYeCKOit
TaCTPOIHTEPOJIOrHH, renaroynoruu H aderonorud Kmunnxu OIBYH "OUI] nutanns u
6uotexnomoruu"

27.  Tenaes P.®.-n.M.H. 3aBeRyIONii peaHNMalKell U HHTECHBHOM Tepamuy OIAY
"HanuoHaNBHEI MeIUIMHCKHUIT HeCTe0BATENBCKHiL LIEHTP 310pPOBBA Aereit” MuH3apasa

Poccuun.
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28.  ®ucenko A.IL — n.M.H., npodeccop, 3aciyxeHHEIH Bpay Poccuiickoit ®enepannn,
mupextop ®I'AY "HanuoHanbHEI METUITMHCKHH HCCIEN0BATEIbCKHIL LIEHTP 3X0OpOBBA neTeii"”
Mmunsapasa Poccun.

ABTOpBI IOATBEPIKAAIOT OTCYTCTBHE PHHAHCOBOI NOJIePKKH/KOHGIHKTA HHTEPECOB,

KOTOpbIii Heo6xoauMo 06HaApOAOBATE.
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Ipuno:xenne A2, Meroaosorusi pa3paboTKkH KIHHHYECKHX PEKOMEHAANHi

IleneBasi ayauMTOpHs JAHHBIX KJIHHHYECKHX PeKOMeHIAaIHi:

® BpaAYH-TICANATPLI;

® Bpa4YN-HCOHATOJIOTH,

® Bpa4YH-TCPAIICBTEI,

e Bpauu o0IIeli NpakTUky (ceMeiHbIe Bpadn);

® BpayH -r¢HETHKH ;

® BpAYH-THETOJIOTH;

® BpauH-HEBPOJIOTH;

® BpayH-aHECTE3HOJIOTH-PEAHUMATOJIOTH;

® Bpaun-0(TAIBEMOJIOTH;

® BpPAUH-TACTPOIHTEPOJIOTH;

® BpAYH-KapIHOJIOTH;

® Bpaun-JeTCKHE KapAuOJIOry;

® MCOUIIHHCKHEC IICUXOJIOTH,

® JIOI‘OHCJIBI-)IC(I)CKTOJIOFI/I,

® CTyZeHTHl MeIUIMHCKUX BY30B, OpaMHATODEL, aCITHPAHTEL.

Ta6nuua 1. Illkana oneHKH ypoBHeii JocToBepHOCTH Aokasatensets (Y /JI)mna MeTonoB

JAHarHOCTHKH (zmar HOCTHUYCCKHX BMeIIIaTeJIBCTB)

Y Pacumdpoka

1 CucreMarnyeckue 0630pbl HCCIEIOBaHHM € KOHTpoJNeM pedepeHCHBIM METOJOM HIH
CHCTEMAaTHYECKH 0030p paHIOMH3MPOBAHHBIX KIMHHYECKHX HCCICIOBaHUH ¢
IIpUMEHEHUEM METa-aHalH3a

2 | OrnmensHbIe HCCIEAOBAHUS C KOHTpPOJIEM pe(epeHCHBEIM METOAOM HIHM OTAEIbHEIE
PaHIOMH3HPOBAHHbIE KIHHUYECKHE MCCICAOBAHHA H CHCTEMAaTH4eCKHe 0030pEI
HCCIIEA0BaHui JTI000ro Au3aitHa, 3a MCKIIFOYEHHEM PaHAOMH3HPOBAHHBIX KIIMHHYECKUX
HCCIICZIOBAHHI, C IPHMEHEHHEM MeTa-aHaln3a

3 HUccnenoBanus Ge3 MOCIEHOBATENBHOTO KOHTPONS peQEpeHCHEIM METONAOM HIM
HCCIICAOBAHUA C pepepeHCHBIM METOAOM, HE ABIAIONIUMCA HE3aBHCHMBIM  OT
HCCIIEAyEMOr0 MeToJa WIIH HEpaHAOMH3HPOBAHHBIC CPABHUTE/IBHBIE HCCIICIOBAHUA, B
TOM YHClle KOTOPTHBIE HCCIIEHOBAHHS

4 | HecpaBHHTENbHBIE HCCIICIOBAHHSA, OTHCAHHE KIIMHHYECKOrO CIIydas

5 WmMeercsa numb 000CHOBAaHUE MeXaHM3Ma JAeHCTBHA HIIM MHEHHE 3KCIEPTOB
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Tabmuma 2. [Ixana onenku yposHeit nocroBepHocTH qokasarenscts (YD) s METONOB
npoGdHIaKTHKH, JeYeHus 1 peabunutanuu (IpodpHIaKTHYECKHX, JIedeOHBIX, peaGHIHTaIMORHEIX

BMEIIATENHCTB)

Y Pacmudposka

1 | Cucremarnueckuit 0630p PKU ¢ npuMenenreM MeTa-aHanmsa

Otnmensuple PKM u cucremarmueckue 0030psl MccnepoBanuii joGoro ausaiina, 3a
uckmouenueMm PKY, ¢ npumenenneM Merta-aHanmnsa

3 HepaHlIOMI/ISPIPOBaHHBIe CpaBHHUTCIBHLIC HCCIICIOBAHNS, B T.Y. KOTOPTHEIC HCCIICAOBAHUA

4 HeCpaBHI/ITeJIBHLIe HCCIIENOBAHNA, OITHCAHUE KIMHHUYCCKOIrOo ClIydas MM CCPpHH CIIY4acB,
HCCICIOBAHUA «CJI}"I&ﬁ-KOHTpOJEB)) ’

5 | HAmeercs nump o60ocHOBaHHEe MeXaHH3Ma JAeMCTBUS BMEMIATENHCTBA (HOKIHHHUYECKHE
HCCIIEIOBAHU) HIIH MHEHHE DKCIIEPTOB

Tabmuna 3.111kana ouenku yposHeii yoeaurensHocTH pekomenaanuit (YVYP) nina meromos
NpoQUIAKTHKH,  JUarHOCTHKM, JieYeHHs U peabwimuranud  (MpodHIAKTHYECKHX,
JHMarHOCTHYECKHX, JIeYeOHBIX, peabMIIHTAlHOHHEIX BMEIIATEILCTB)

YVP Pacmudposka

A CunbHast pekoMeHpanust (Bce paccMaTpuBaeMble KpHTEpHH 3(PPEeKTHBHOCTH
(ucxomel) SBIAIOTCA BAXHBIMHM, BCE HCCICHOBAHHSN HMEIOT BBHICOKOE MM
YJOBJIETBOPHTENPHOE  METOMOJIOTHYECKOE  KaueCTBO, HX  BHIBOABL 11O
HHTEPECYIOLIUM HCXOIaM SBISFOTCS COTJIaCOBAHHBIMH)
B VYcnoBras pekoMeHaanus (HE Bce paccMaTpuBaeMble KpHTepHu 3¢ (eKTHBHOCTH
(ucxomsl) SBIAIOTCS BAKHBIMH, HE BCE HCCIIEHOBAHHS HMMEIOT BBICOKOE HIIH
YJOBJIETBOPHUTENFHOE METOJOJIOTHYECKOE KAadeCTBO H/HIM HX BBIBOJBI 10O
HHTEPECYIONIUM HCXOJIaM He SBISIOTCS COTIACOBAHHBIMM)
C Cnabas pexomeHnmauus (OTCYTCTBHE JOKa3aTeJbCTB HAIUIEIKAIIETO0 KadecTBa (Bce
paccMaTpuBaeMbie KpuTepud 3¢ ¢eKTHBHOCTH (MCXOIBI) ABIAIOTCS HEBAKHBIMH,
BCE HCCIIEAOBAHUA HMEIOT HU3KOE METOMOJIOTHIECKOE Ka4eCTBO H HX BEIBOAEI 110
HHTEPECYIOIMNM HCXOaM HE SBILSIIOTCS COTIACOBAaHHBIMH)

ITopsnox 06HOBIEHUA KIHHUYECKHX PEKOMEHAAIHIA,
Mexanu3M OGHOBNIECHHSA KIMHHYECKHX PEKOMEHIAUH MpeJyCMaTpHUBaeT HX CHCTEMATHYECKYIO
aKTyalIH3alHIo — HE PeXXe YeM OIHUH pa3 B TPH roja,a TaKkXKe MPH IOSABIEHHH HOBBIX JAHHEBIX C
TIO3UIMHA J0Ka3aTeNbHOH MEAMIHHEL [0 BONPOCAM JUArHOCTUKH, JICYeHHS, MPOQHIAKTHKA U
peabuuTaluy KOHKPETHBIX 3a00J€BaHUM, HAIMYNM O0OCHOBAaHHBIX JIONOJIHEHHI/3aMEUaHHii K

panee yrBepxxaéHHEM KP, Ho He yame 1 pa3a B 6 Mecs1es.
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IIpunoxenne A3. CnpaBouHble MaTepHAJIbl, BKJIIOYas COOTBETCTBHE

NoKa3aHuif K INPUMCHCHHIO H npO'mBononcasaum‘i, cnocofoB NPHMCHCHHHA H

103 JIeKapCTBEHHBIX NPeNapaToB, HHCTPYKUHH MO NPHUMEHEHHIO

JICKAPCTBCHHOI'O npenapara

Hpuaoxkenne A3.1 JIoKyMeHTLI M ___pecypchbl, HCHNOJb30BAHHbIC TPH _NOATOTOBKE

KIHHHYCCKHX |gelcomenga!!m‘i

1.

10.

Ipukaz Munsgpascompasputus PO Ne 185 or 22.03.2006 roma «O MaccoBoM
00ciTef0BaHNH HOBOPOXKIEHHEIX JieTeit Ha HAacleICTBEHHBIE 3a00JICBaHUAY,
ITpuka3 MuHHCTEpCTBA 3MpaBOOXpaHeHHs ¥ conuansHoro passutus PO or 16 anpens
2012 r. N 366H "OG yrBepxxnenuu Iopsiixa okazaHus neAHaTpUIECKOi moMoIH"
ITpuka3 MunucrepctBa 3apaBooxpaHenus P@ "O6 yrsepxaeHun ITopsaaka oxasanus
MEIMUMHCKOH moMOIM OOJNBHBIM C BPOXICHHBIMH M (MJIH) HacIeACTBCHHBIMH
3aboneBannamMu"ot 15 Hos0ps 2012 1. N 9170

TocynapcTBeHHBI peecTp IEKapCTBEHHBIX CpencTs: https://grls.rosminzdrav.ru
Ipukas M3 P® ot 20 mexabps 2012r. Ne 11831 «O6 yTBEp:ICHHH HOMEHKIATYPEI
JOJDKHOCTEH MEIUIMHCKHX paGOTHHKOB U (hapMalleBTHYECKUX PaOOTHHKOBY.

ITpukas M3 P® ot 23 mions 2010 r. Ne 541H. Enunsii kpanuduKaMOHHBII
CNIPaBOYHHK JOJDKHOCTEH pyKOBOAHMTENEH, CHEUHATHCTOB W CIyXallUX, pa3fen
KBanuduxanuoHHEIE XapaKTEpHCTHKH  JOKHOCTEH pabOTHHKOB B  cdepe
3IpaBOOXPAHECHUSL.

ITpuxa3s Munzzapasa Poccun Ne 1031 ot 28.02.2019 r. «O6 yTBepXKAeHHHU MOpAAKA H
CpPOKOB pa3pafoTKH KIMHHYECKHX PEKOMEHIAIMii, MX IIepecCMOTpa, THIIOBOi (OPMEI
KIMHUYECKHX peKOMeHpanuit u TpeGoBaHHMii K MX CTPYKType, COCTaBy M HaydHOM
000CHOBaHHOCTH BKITIOYaeMO#i B KIIMHHYECKHE PEKOMEHIALMH HHOOPMALHU».
IMTpuka3s Munzapasa Pocenn ot 13.10.2017 Ne 8041 "O6 yrBepxacHuH HOMeHK:IIaTypBI
MEJUIUHCKHUX yCITyT".

IIpuxaz Munucrepcrsa . 3apaBooxpaHenus P® or 14 ausapa 2019 r. Ne 4n «O6
YTBEPKAESHHH MOPAIKA Ha3HaYEHHU JIEKapCTBEHHBIX NIPENapaToB, GopM peLienTypPHBIX
OnaHKOB Ha JIEKapCTBEHHBIE NPENapaThl, IopAaka 0OPMICHHS YKa3aHHBIX ONaHKOB,
HX y4eTa ¥ XPaHCHHUSA»

ITpukas Munsapaea Poccuu 203n ot 10 mMag 2017r «O6 yTBepXICHHH KpPHTEPHEB

OIICHKH KA4CCTBA MEIHITUHCKO ITOMOLIN»
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11. Pacnopsxenue Ipasurenscra PO ot 7 nexaGps 2020 r. Ne 3242-p O6 yrBepxacHHH
NepeYHsT CHEIHANTH3UPOBAHHBIX IPOAYKTOB JI€4eOHOr0 IMTAHHA I JeTeii-
HHBaIHAOB Ha 2021 r,

12. ITpukas ot 14 nrons 2016 roxa Ne 500 «O6 opraHu3anuy POBEIECHHS CEIEKTHBHOTO

CKpUHHHIa»

IIpunoxenne A3.2 Cxema MeTa60J1M4YeCKHUX NPOIECCOB [IPH H30BAJIEPHAHOBOM AIHAEMHH

Geok TxaneBsIi
paut NeiuH 6emnok
F

A 4
0-KETOH3O0KaIIPpOHOBAasA
KHCJIoTa

v

usosanepuin-KoA

H30BAJICPHAHOBA KHCJIOTA

3-ruapoKCHH30BaNIEpHAT — - — = — <+——| H30Banepni-KoA peruaporenasa
4-rupoKCUN30BAIEpPHAT ‘

H3O0BAJICPHWITIIHIHNH H 1.

3-merunkporonna-KoA

aleToaneTrar arnetui-KoA

Puc.1 Cxema MeTaGonmdeckoro mporecca pH H30BaJepHaHOBOM aruaeMun. MeraGomrueckuii
670K BBIIEJICH YEPHBIM I[BETOM.

IIpunoxenne A3.3 TlokazaHus K NPOBEIEHHIO CEJCKTHBHOr0 CKPDHHHMHIAa Ha

HACJIENCTBEHHbIE D0JIE3HH 00MeHAa METO/I0M TAHAEMHOI1 MacCC-CICKTPOMETPHHU

st ipoBeieHys CeNeKTHBHOTO CKPHHHHIA Ha HaCleACTBEHHBIe Goe3HH 00MeHa HANpaBJIIoTCs
ACTH B BO3pacTe 10 18 neT pH BEIABICHHH OZHOIO M3 OCHOBHBIX KPHTEPUEB (CHMIITOMOB) JIHGO

IBYX H Goyee NOMOMHATENBHEIX KpUTEpHeB (CUMITOMOB) [14]:

OcHoBHBIE KpUTEpUH (CHMIITOMBI):

1. Buesannoe YXYACHHC KITHHHYCCKOr0 COCTOAHUA pe6eHI<a IIOCJIC IEPHOAa HOPMAJIBHOTO

pa3BUTHA (CYTKH, HEIEIH, MECHII):



2.
3.
4.
5.
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o Ocrtpas Merabonnyeckas suuedaronarus,
o Jleraprus (xoma),
o Cynoporu, pe3iCTeHTHEIE K AaHTHIMHIENTHYECKOH TEpaIHH.
I'enatomeramus (remarocmieHoMerans)
‘MeraGonugeckuii anuno3
MHuoxecTBeHHEIE NEpETOMEI

HCTCKaSI CMEPTHOCTH B CEMBE OT 3aboneBanuii co CXOOHBIMH CHUMIITOMAaMH.

JloToNHATEIEHEIE KPHTEPHH (CHMITTOMET):

: A S o

X N N

.

9.

Kapanomuonarus

lunormikemus

TpomGonuronenus

IoBrumenue ypoBHs neuenoqHsIX GepMeHToB (AnT, AcT) Gonee yem B 1,5 pasa oT HOpPMEL
Iosbimenne ypoBHs kpeaTHH(OCHOKUHAILI (K®K) Gonee uem B 2 pasa 0T HOPMEI
Crmxenre yposrs menouHoi pocdarass (ILD) Huxe BO3pacTHOI HOPMEI
MeraGonmuyeckuii ankanos

IloBbuNIEHHE KETOHOBBIX TEN B KPOBH W/HITH B MOUE

AHOMaTBHEI 3amax MoYH, Tela, YIIHOH ceprl, 000 HeOGBIMHEIH 3anax

10. Hapymenue pocra Bonoc, anomenust -

11

. Pesuctentnsie x Tepanuu cynoporn

12. KoctHo-CycTaBHbIe aHOManuH (TyTONOBHKHOCTE CYCTABOB, nedopManns rpyaHoit KIeTky,

13

PaxuTONnOXOCHEIE H3MEHEHHS)

- I'ppoxu (mymounas, maxoBo-momonoyHas)

14. Yactsle cpriruBanus, pora

15. JTUCTOHUH, THIIEPKUHE3EL

Hpnnoxenne A3.4 Hopmer dusnonormueckoi NOTPEOHOCTH _B__OCHOBHBIX MHIIEBBLIX

BCMECTBAX U SJHEPIHH JUIst 3X0POBBIX g!eTei’l

Ta6nuna 1. CpenHecyrouynsle HOpPMEL NOTPeOHOCTEH B OCHOBHBIX IHINEBBIX BEIIECTBAX H

SHEPIUH [ JETel EPBOTO TOfia XU3HH (Ha KT MaccHl Tena) [9]

Bo3spacr (mec.)

OHeprus benox XKupsr YrneBonsr

KKaju/ Kr r/Kr r/Kr r/Kr

0-3 115 2,2 6,5 13
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4-6 115 2,6 6,0 13

7-12 110 2,9 5,5 13

Ta6anua 2. HopMel ¢u3nonorudeckoii mMorpeOHOCTH B OCHOBHBIX IHINEBHIX BEIICCTBAX U

SHEPTHH JUIS 3MOPOBEIX AeTell cTapiie roga*

OHeprus Benok, Kupsl, VrneBonsl,
Bospact
KKaJI r/CyTKH r/CyTKH r/CyTKH

ot 1 rona o 2 ner 1200 36 40 174
OT 2 JIeT 1o 3 JeT 1400 42 47 203
orT 3 no 7 net 1800 54 60 261
or 7 no 11 ner 2100 63 70 305
or 11 no 14 smer| 550, 75 83 363
MaJIbYUKH

or 11 no 14 mer| 534, 69 77 334
JIEBOYKH

or 14 no 18 smer| 54, 87 97 421
FOHOLIU

or 14 mo 18 ser)  ,5, 76 83 363
J€BYIIKH

* _nna meteif ¢ M30BaNepHAHOBOH anuaeMueii crapine roxa norpebaeHue Genka Mo CpaBHEHHUIO €
yKa3aHHBEIMH B Tabnuue ymensmaercs Ha 10-25% B 3aBHCHMOCTH OT QopMel 3a0oneBanus,
TSDKECTH COCTOSIHHS U HYTPUTHBHOTO CTaTyca pebeHka.

Ta6muua 3. Munumanenbiii Ge3onacHsbli yposeHs 6enka cormacio FAO/WHO/UNU 2007 s

3aBHCHMOCTH OT BO3pacTa

Bospact | r/Kr/CyT
MageHus! (mec.)

1 1,77

2 1,5

3 1,36

4 1,24

Hetu (r.)

0,5 1,31

1 1,14

1,5 1,03

2 0,97

3 0,90

4-6 0,86-0,89

7-10 0,91-0,92
IMoapoctky (T.)

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




[ Crapme 16 | 0,84-0,87
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Ta0nuna 4. CpeHecyToqHbIe HOPMBI GHU3HONOIHYECKUX MOTPeOGHOCTEN B SHEPIrHH JUIA JleTeilt
cornacto FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bospacr (Mec.) Oueprus OHeprus
(xxan/kr) (xxan/kr) xeH
MYX. -
0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (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

IIpuaoxenne A3.5 IorpednocTs B JelinHe H [JHIMHE YV NAIHEHTOB ¢ H30BAJEePHAHOBOM

a!!ng!emnei’l B 3aBHCHMOCTH OT BO3pacTa

Tabauna 1. MuanmansHas noTpeGHOCTD B ISHNUHE, TTUIUHE K XAPHUTHHE Y NAIIUEHTOB ¢

H30BAIEPHAaHOBOM allUAEMHel B 3aBUCHMOCTH OT Bo3pacta*[9]

Bo3spacr nanueHToB

Cyrounas noTpeOHOCTH

Jleitiiun

'manuu

Kapautun
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Jetu rpyaHoro Bo3pacra MT/KT MaccHI Tena

0-3 mec 80-150

3 -6 Mec 70-140

6 —9 Mec 60-130 150 150
9—-12 mec 50-120

Hetn crapme 1 rona Mmr/cyT

1 -4 rona 500-900

4 -7 ner 600-900 1400 1250
7-11 ner 700-900

IMonpocTky u B3poCibie Mr/cyT

Hesymxku 11- 15 ner 700-900 - -
HeBymku 15- 18 ner 620-820 - -
HeBymku crapine 18 ner 620-820

IOnomm 11- 15 ner 1100-1500 - -
IOnomm 15- 18net 1100-1500 - -
IOnomu crapme 18 ner 1000-1400

* JlueToTepamHs MpH HACIEACTBEHHEIX O0JIE3HIX AMUHOKHCIIOTHOrO 0OOMeHa
.Meronuueckoe nucbMo. Mocksa 2013r.97 c.

Tabanna 2. Koadduuuent korepenn neiinnna

I'pynna nponykTos K03 duIeHT 3amena neitnuHa GekoM
DpyKTHI 35 Ir. 6enka =70Mr nelnmHa
OBomm 53

Kaprodennhsre 66

HPOIOYKTHI

Moutounsie mponyktsl | 104

Xie6 81

3epHoBBIE TPOAYKTHL | 79

MsicHble IPOIYKTHI 90

Pacuet cyroyHoro xonmuectBa Oesika M1 JeTeit IepBOro rofa XHU3HH MPOBOAUTCS MCXOAA U3
HOpPM moTpeGneHus Oenka Jua 3m0poBbIXx Jerteii. IlaumentaMm crapme 1 roma cnenmyer
OpPHEHTHPOBATHCA Ha Ge30macHEBI ypoBeHb NOTpeOneHus OenKka U TOJNIEpaHTHOCTH ITALUEHTA K

nuieBoMy Oenky (cM. nproxerue A3.4)

HOpuaoxenne A3.6 CnenmaauznpoBanHbie NMPOAYKTHI HA OCHOBE AMHHOKHCIOT 0e3

aefinmunal

HaumeHoBanue Benoxk Kup, Yrnesonpl, | DHepreTHyeckas Bospacr
IIPOJYKTa (3kB.) T r r HEHHOCTD, KKQJI | IpHUMEHEHHS




«Hytpuren 14 - 14 23 50,4 470 ot 0 1o 1 roma
leup****
«Hytpurex 20 20 .18 50,2 443 crapiue 1 rona
leun****
«Hytpuren 40 40 13 31,1 401 crapine 1 rozpa
leun****
«HyTtpuren 70 70 0 4,0 296 crapure 1 roga
leup****

|-IIpORyKTEI 3apErnCTPHPOBAHEI Ha TEPPHTOPHH TOCYXAPCTB TaMoKeHHOro Coro3a,

punoxenne A3.7 IIpumMepnblii

CYTOYHDI

Hatop NMPOAYKTOB 1JIA MNMAaIHNEHTOB C

H30BAJIEpHANOBOIT annemueii

Tabiuua 1. TlpuMepHBIi CyTOuHEIf HaGOp NPOAYKTOB, €ro XHMHYECKHH COCTAB H

OHEPreTHYECKas HEHHOCTD I ICTEH JOITKOJILHOTO BO3pacTta c HBOBaJTCPPIaHOBOﬁ anuaeMuei

IMpoayxTs Konuuectso, XUMHUYECKHi COCTaB, I OHEProueHHOCTh,
r (M) Oenku | Okupel | yrneBomml | Kkan

Xie6 140 1,06 3,5 84,2 378
HHU3KOOEIKOBBIM
Xne600ynounbIe 30 0,23 2,7 194 105
)5K3 (0701 :
Cyxas CMech 54 0,87 1,8 50 79,3
HH3KOOeJIKoBast
Bepmumens 13,7 0,12 0,08 11,2 47,9
HHU3K00eNKoBas
Kpymna 25 1,7
HH3K00eIKOBas
Cyxoit 6e30enKoBEIi 24 5,0 17,2 114
HAIIHTOK
Macno cimmBoyHOe 20 0,1 16,5 0,16 149
Macio TomeHoe 10 0,03 9,8 0,06 88,7
Macio 15 - 14,9 - 134,8
pacTHTENBEHOE
Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprodens 100/70 1,4 0,28 114 56
Kanycra cBexas 55/44 0,79 0,05 2,1 11,9
Mopkosb 95/76 0,98 0,07 4,8 25,8
Caexia 60/48 0,72 0,05 4,32 20,2
KabGauku 25/19 0,12 0,06 1,0 4,75
Orypusl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
ITomumopsr 15/13 1,3 0,03 0,49 3,0
Tomar-nacra 8/7 0,35 - 1,33 7
Jlyk pemuatsrii 5/4 0,05 - 0,32 1,45
Knrokxsa 10 0,05 - 0,38 2,6
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Coku 100 0,5 - 11,7 47
(DpYKTHI CBEXHE 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

IPOXYKTOB IIUTaHUS

Husko6enkoBelit pallMOH IHMTaHMS B3POCHBIX MAlUEHTOB COCTOHT U3 KPYN, CHEHHAIBHBIX
HU3KOOENKOBBIX IPOAYKTOB, (PPYKTOB U OBOINEH, ITHPOKOTO acCCOPUMEHTA pacHTENbHEIX Macel,
CIafoCTEH.

IIpn sTOoM paspemaercs cBoOomuo (0e3 cCHenUanbHBIX PacdyeToOB) HCHONB30BAaTh CBEXHE,
3aMOpOXEHHbIE MM KOHCEPBHPOBAaHHbIE (PYKTHI U OBOLIM € colepkanneM Oenka MeHee 1 I Ha
100. ITpu BrroueHuy B nuTanue GppykToB UM opolieit ¢ conepkanueM Genka 6onee 1 v/ 100 ¢
KOJIMYECTBO Oellka B HUX JOJDKHO YIHUTHIBATHC.

IIpnnoxkenue A3.8. PacmundpoBka npumedanmii

««o** — [IperapaT BXOAUT B IEpeYeHb KU3HEHHO HEOOXOAUMBIX H BaXKHEHIINX JEKapCTBEHHBIX
npenaparoB (Pacnopsoxenue IlpasutensctBa PO ot 12.10.2019 Ne 2406-p «O6 yrBepkaeHuu
MepeyHs XM3HEHHO HEOOXOOUMBIX M BaXXHEHIINX JIEKapCTBEHHBIX mpemaparoB Ha 2020 rox, a
TaKXe IepeyHel IEKapCTBEHHBIX IIPenaparoB A METUIMHCKOrO IPUMEHEHUS 1 MUHUMATIBHOTO
aCCOPTHMEHTA JIEKAPCTBEHHBIX IpENnapaToB, HEOOXOMMMBIX JUIS OKa3aHHS MEIUIMHCKON

nomouu», Pacnopsoxenue Ipasutensctea PO ot 23 nHosa6ps 2020 r. Ne 3073-p

# - npumenenue off-label — BHe 3aperncTpupoBaHHBIX B HHCTPYKIMH JICKAPCTBEHHOTO CPEeICTBa
NIOKa3aHHH OCYINECTBIIETCS IO PEHIEHHI0 BpaueOHOH KOMHCCHH, ¢ paspemneHus JIoKaibHOro
STHYECKOTO KOMHMTETA MEIUIMHCKON OpraHu3anyuy (IpH HATMYMH), C YCIOBHEM IONIIHCAHHOLO
HH(OPMUPOBAaHHOTO coriacus poautesneil (3aKOHHOTO HPEJCTABUTENS) U MAlUEeHTa B BO3PacTe
crapuue 15 ser;

*¥¥% . crmenmwamM3HpOBaHHBIN NPORYKT JIe4eOHOrO IIHTAaHUSA, BKIIOYECHHBIH B IIEpeveHb
CNEMHATM3UPOBAHHBIX INPOAYKTOB JedeOHoro mnuranus mua jgereii-mHBamunoB (IlepeueHs
CIEUATH3UPOBAHHBIX MIPOAYKTOB JieueOHOro nuTaHus i perei-maBammaoB Ha 2021 rog,
yTBepKAeHHEIH pacniopsbxeHneM IlpaButennctBa Poccuiickoit ®exepanun ot 7 aexkabps 2020 r.

Ne 3242-p).



Ipunosxenue B, Anropurmel aelicTBHi Bpaya

ITauenT ¢ MOA03pECHHEM Ha H30BAJICPHAHOBY1O
allUACMHIO

'

Juarmoctrka

Koncynsrauus | HET
npo¢uIbHOrO
CTELMATICTA

JuarHo3
MOATBEPXIEH?

A

EcTb nokazanus mis
TOCTIMTATH3aUUN?

Tepanus B crauMoHape

. 4

HHCHchepHOC HaOJIOICHHE M JIeUeHHe C

Y

TIEPHOANYECCKHUM KOHTPOJIEM B CIIELIHAIU3UPOBAHHOM 4
OTACJICHHHU

l

Tepanug

addexTHBHA?
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Ipunaoxenne B. Undopmanns g nanuenTa

Yro0 Takoe H30BAJEPHAHOBAsA aluaemMus (auuxyphus)?

U3zopanepuaHoBas auugeMusa (auumypusi) — HacClIeACTBEHHOEe HapymeHne oOMeHa
AMUHOKHCJIOT. BpI3BaHa aebHUHUTOM MHTOXOHApHANbHOro ¢epmenta wuszoBanepun-KoA-
nerunporenass! (IVD), uro npuBOIUT K HaKOIINEHHIO MPOU3BOAHBIX H30BanepuiI-KoA.

Kak nposiBisieTcst H30BaJIepHAHOBAs aluxypHa?

W3oBanepuaHoBas auuaypusi MOXET IMIPOSIBIATECSA B pa3HOM BO3pacte - OT MIIaICHYECTBA
no perckoro. Ilpu sToM 3a0oneBaHHMM HAKaIUIMBAIOTCS TOKCHYHEIE BEIIECTBA, KOTOPEHIE
OKa3BIBAIOT BO3JEiiCTBHE HAa KJIETKU HEPBHOM CHCTEMBI, MOKETYAOTHOMH JKeIe3bl U CEpACUHOM
MBIIIIEL Y pebeHKka MOXeT HaOmoJaThCs CHMNTOMBI, HalOMHHAIOIINE OTPaBIECHUE
(MHTOKCHKAIIMIO) - YacThle CPHITHBAHHUS], PBOTA, OTKA3 OT elbl, MBIICYHAs CJIabOCTh, BSUIOCTD,
CYZOpOTH, IOBBIICHHAS COHJIHBOCTH. XapakTepeH, OCOOEHHO B NEPHOABI MeTaboNHYecKoit
JIEKOMIIEHCAIIMH, OCOOBIH 3anax OT Teja H YIIHOH cephl, HallOMUHAIOIIKIL 3arax ChbIpa WIH 10Ta.

Hau6onee onmacHBIMHU JUISL JKU3HH COCTOSIHUAMH, BEAYIUMHU NIPH OTCYTCTBHH JICUECHHS, K
HEOOpaTHMBIM ITOCIEACTBUAM BIUIOTH JO JICTAIBHOTO MCXOJa, SBISIOTCA «MeTaboaHyecKue
KpH3BD». B 3TH nepHoAb! MOBHIACTCS KOHIEHTPAMsS OPraHMYeCKUX KHCIOT B KPOBH, aMMOHHS,
H3MEHAETCH KHCIIOTHO-IIENIOYHOE COCTOSIHHE KPOBH, HAapyIIAeTCs SHEPreTHUeCKuii oOMeH.

Kpusel OOBMMHO NPOBOLUPYIOTCS TAKUMH HeOnIarompusaTtHbIMH dakTopamu, Kak
HapylIeHHE JHETHl, NpeHeOpexkeHHe Ha3HaYEHHSMH Bpada, BHpYCHBle M OakTepuaibHbIE
HH(}EKIUH, CTPECCOBBIE CUTYALHH, TPABMbI H, XHPYPrUyeckue BMELIaTeNbCTBa, SMOLHOHAIBHBIE
U Qu3nUeCKH Harpy3Ku.

[IpenBecTHUKAaMH KpH3a SBISETCS CHIDKCHHE OMOLMOHAIBHOIO TOHYCA, BSIOCTb,
COHJIUBOCTB, Jajiee peOCHOK OTKA3hIBAaETCsl OT €IBl, MOXKET OBITh PBOTA, BO3MOXCH IOABEM
TeMIIEpaTypHl, 0COOEHHO IpH Ae0roTe HHGEKIMOHHOro 3a00JIeBaH s, BO3MOXHEI CYIOPOTH.

HeoTnoxxHoe JeyeHHe OYEHb BaXHO, TaK KaK CyIIECTBYEeT BBICOKHH pHCK
HEBPOJIOTHYECKHUX OCIOXKHEHHH,

Kak Hacieayercst H30BajiepHaHoBasi anuxypus?

H3oBanepuaHoBast anuaypHs HacleAyeTcs IO ayTOCOMHO-PEIECCHBHOMY THIY. JTO
3HAYUT, YTO OOJIE3HP MpOSABIAETCS TOJNBKO B TOM ClIy4yae, €Cli 00a pOJUTENs SBILIOTCS
HOCHTENIAMH OOJIE3HH U, XOTA CaMH OHH He O0JIeIoT, epealoT peOGeHKy 1Ba MOPaXXECHHBIX reHa.
BonpIIMHCTBO ceMeif, rae ecTh peOCHOK ¢ 3THM 3a00eBaHHEM, HE CTAIKMBAJIHCh PAHBIIE C
noxoGHo# mpoGieMoit. Puck nosTopHoro poxaeHus peberka c IBA B ceMbe, Ie yxe €CTb JETH

C 3THM 3a00JI€BaHNEM, COCTaBIAET 25% Ha KaXayro OEpeMEHHOCTb.
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Bpatss u cectpsl pebenka ¢ IBA, MOTyT Takxe HMETh 9T0 3a00/eBaHMe, JaXe €CH Y HUX
Ha MOMEHT JJUarHOCTHKH WICHOB CEMBU He ObUIO0 CUMNTOMOB. B MaHHOM ciiyuae HEOOXOAUMO
IPOBECTU NUAarHOCTHKY, YTOOBI KaK MOXKHO paHbIlle Ha4YaTh TEPAUIO U H30exaTh OCIOKHEHUIA.
Taxoke OHM MOTYT OBITH HOCUTEJISIMH, KaK X poauTesd. UTo kacaercs APyrux WICHOB CEMBH, TO
UM Ba)XHO COOOIIMUTH, YTO OHH MOTYT OBITH HOCHTENSAMH. DTO 3HAYMUT, YTO U Y HHUX €CTh PHCK
poxneHus peGeHKa ¢ JaHHBIM 3a00JIEBAaHHEM.

Bce ceMbH ¢ TOJDKHBI 0053aTENIBHO IPOHTH MEANKO-TEHETHYECKOE KOHCYIFTHPOBaHHE U
NOJIYYMTh ITOJIHYIO MH(POPMAIMIO OT Bpaya-TeHETHKA O PHCKE MOBTOPHOrO NpPOSABIECHUS
JaHHOrO 3aloNieBaHNMs B ceMbe, OOCYIAUTH CO CHEUMAIMCTIOM BCE BONPOCH], CBS3aHHBIE C
HacnenoBanueM 3aboneBaHus. B Poccunm Meamko-reHeTHUeCKHe KOHCYJBTaUMH paboTaloT B
KaXXJIOM pETrHOHE.

C wmenpl0 INpOBENCHHS IIPEHAaTANBHOH M NpPEUMIUIAHTAlMOHHOM  JOUarHOCTHKH
CYNPYXXECKOH Iape MpeABapUTENbHO HEOOXOMIMO NpoiTH oOcClenoBaHME HA  HOCHTENIBCTBO
MyTauuii B rene IVD , oOpaTUBIINCE B CIEMATH3UPOBAHHBIE JUATHOCTHYECKHE J1abOpaTOPHH U
MeIUUUHCKUE HEeHTpHI. [IpeHaTanpHas JuarHoCTHKa IMPOBOAUTCS MOJIEKYJISIPHO-TEHETHYECKUMHU
MeToAamu, ImyteM uccaenoanus JHK, BeineneHHolM U3 GHONTaTa BOPCHH XOPHOHA W/HIH KIIETOK
aMHHOTHYECKOMH XHIKOCTH H/HITH IJIOTHOH KPOBH.

Kak ycranaBinBaercsi JMArHo3 130BaJepHAHOBOI anuxypun?

Ha ocHOBaHHM KJIMHUYECKUX CUMIITOMOB Bpay MOKET 3aII003PHTh JMarHo3 U OTIPABUTh
naupeHTa Ha JabopatopHoe obciefopaHie. MeTomoM TaHAEMHOI MacC-CIIEKTPOMETPHH B KPOBH
OINPEACIAIOT YPOBEHb TAKUX COSHMHEHUI KaK KapHUTHH, al[WIKAPHUTHHLI U aMHHOKHCIIOTEL, C
IIOMOIIMBIO METOJa ra3oBoif XxpoMarorpaguu Macc CIIEKTpOMeTpHeil — YpOBEHb OpraHMYecKuX
kucor Mouu. [lpu M30BaJICpHAaHOBOI auMAypuH HaOmoJaeTcs NOBHIIEHHE B KPOBH
KOHLEHTpAlMH H30BaleprikapuuTiHa (CS), yacTo moBeimeHsl cooTHomenue C5/C2 u uHoraa
YpOBeHb IiMuHa. B Moue BBISBIIIOT NOBBIIEHHE KOHIIEHTPAlMH H30BAJIEPHaHOBOH KHCIIOTHI,
3-rHapOKCUHU30BAJIEPHAHOBOM KHUCIOTHI M M30BACpHIrIuLUUHa. [laleHTaM € BBIABICHHBIMH
OMOXMMHMYECKMMH HN3MEHEHMSMY, XapakTepHHIMH M1 M30BICPUAHOBOH AalMIypUH, Ui
HOATBEPXKIESHUS JHArHo3a IPOBOJAT MOJIEKYISPHO-TEHETHYECKOE HCCIeOBAHUE C IEJBI0
BeIABJIEHHS MyTauuu B reHe IVD. OOBIMHO JUIA 3TOr0 NPUMEHSIOT MCCICIOBAHUE C MOMOIILIO
TapreTHHIX FEHETUIECKUX ITaHeeH.

Kak jeuar manueHToB ¢ H30BaJepHAHOBOIH anuaypueii?

OCHOBHBIMH METOAaMH JICUCHUs. H30BAJICPUAHOBO allMIypPHH ABISAETCS JUETOTEPANHs U
Ha3sHAYeHHeE CrelHATbHBIX JIEKAPCTBEHHBIX NPENapaToB, KOTOPhIE MO3BOJIIIOT CHU3HUTH BIHAHUE

TOKCHYHBIX MeTaboJIMTOB Ha OpranniM M IIO3BOJLIIOT HM JIETYEC BEIBOOHTCA C MOYOI.
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JlueroTepanus 3aKmMOYaeTcs B OrPAaHMYEHUH NOCTYIUIEHUs Oellka M TeX aMHHOKHCIIOT,
MeTabon3M KOTOpBIX HapymeH. Co3qaHb! CieNHaIN3HPOBaHHbIE TeUeOHbIE CMECH ISl ITUTAHUSA
neteit pasHoro Bospacta. I1pu n3oBanepuanoBoil anuaypuu NaUEHTH JOJDKHEI IPUAEPKHUBATECS
JMETHI, COCTOALICH M3 NPOAYKTOB C HU3KHM coOAepxaHueM JieHnuHa. Bpau cocraBHUT miaH
IUTAHUA, cojepamuii HeoOXoAMMoe KONUYecTBO (eNKa, MUTATeNLHEIX BELIECTB H JHEPIHH.
OToOro miana NUTaHUs CIEAyeT NMPUACPKUBATEC HA MPOTSHKEHHH BCeit )Xu3HM, Bpau-reHeTux u
Bpay-IUETOJNIOr MMOMOTYT PAacCUHTaTh AUETY, NPaBHJIGHO BBOAUTH IIPHKOPM M HAYYAT OCHOBHEIM
IpaBUJIaM AUETOTEPAIHH.

Taxoxe npu uzoBanepHaHoit anuaypy Ha3HAYAIOT [IMUMH U JIEBOKAPHUTHH, I IMIKH - 5T0
aMHHOKHCJIOTa, KOTOpasl IOMOraeT Opranu3My U36aBIATECS OT H30BAJICPHAHOBON KUCIIOTEL JTO
MOJKET MOMOYb IIPENOTBPATUTH META00IMYECKUE KPH3UCHL

JleBokapHUTHH - 3TO Oe30macHOE U HATYPANBHOE BELIECTBO, KOTOPOE MOMOTaeT KIETKaM
BBIpa0aTHIBATh JHEPIHIO. JTO TAKXKE IOMOraeT OpPraHu3My H30aBHUTHCA OT M30BAIECPHAHOBOM
KHCIIOTHI H APYTHX BPEHBIX BEIIECTB.

He npunumaiite xakue-mi6o JiekapcTBa WM JOOaBKH, HE TOCOBETOBABIINCEH C BAIMM
BpayoM. KpaitHe BaxxHO coOMIONATh Bce pEKOMEHIAMH Bpayeii, YTOOHI MAKCHMMAIBHO H30eXKaTh
Pa3BUTHA MeTabONHMYECKHX KPHU3OB.,

Kak jeqaT manHeHTOoB B NepHOJ META00IHYECKOro KpH3a?

Cnenyer BpemeHHO IpexpaTuTh norpebnenue Oenka (Ha 2448 wyacos). IToaHOCTBHIO
OTMEHUTH O€NIOK HEBO3MOXHO, TaK KaK OPraHU3M HY)KAAeTcs B IOCTYIUIEHUH OeNKa H €CJIH €ro
Oynmet moCTynaTh HEOCTATOYHO AKTUBHPYIOTCSA ITPOLIECCH! KaTa0oIH3Ma.

JloMa npH nepBBIX NpU3HaKax 3a601eBaHus, 0cOGEHHO KOT/la y peGeHKa CHIMKEH alllleTHT
(nanmpumep, NpH MPOCTYAE, TPHINONOJOOHBIX CHMITOMAx, BHPYCHBIX HHQEKIHSX, JHOOBIX
3a00/IeBaHHAX, CONPSKCHHBIX ¢ TemmepaTypoit >37 °C, TOH3WUIUTE, raCTPOIHTEPHTE) CIIEAYET
HaYaTh TEPAMHIO 110 NPEAOTBPAIICHHIO Pa3sBUTH Kpu3a. Eciiu poauTenu He yBepeHS! B IIOSBJICHHI
y peOeHka IepBHIX NpPH3HAKOB NpHOMIKaromerocs 3a0oieBaHus (6I€OHOCTb, COHIHBOCTS,
paspaXUTENbHOCTD, MOTEPS anINeTHTa, JHXOpaaKa, rojoBHas 6ons, JioMoTa M 0oOmas Gonb,
Kaesns, 60JIb B FOPJIE MITH YINAX), TO B KAYECTBE MEPHI IPEA0CTOPOIKHOCTH peGEHKY CIEAYET 1aTh
BBIITUTH PaCTBOP OfuH pa3. CaMbBIMU paHHUMH NPH3HAKAMH OOBIMHO SBIISIOTCS HE3HAYUTEILHEIE
H3MEHCHHA B IOBEACHHM, KOTOphlE OOBMMHO JIETKO 3amedaroT poxuTendH. Eciu peGeHok
OTHOCHTEJIBHO 3JI0POB H Y HETO HET PBOTEHI, @ TOJIBKO CIa00CTh ¥ HEOOIIBINAsT COHIIMBOCTE MOXKHO
IIOHTH €r0 Yepe3 POT PacTBOPOM ITOJMMEPA INIFOKO3Bl YaCTHIMH ApOGHEIMU mopuuaMH (Tabimiua
1). TounEIit pelenT/KOHIEHTPaLHs HOIMMEpPa MIIOKO3E], PEKOMEHIOBaHHAs I KAXKI0ro pebenka

OTJIMYaeTcs, HYXKHO Y3HaTh y Jedallero Bpaya YTO HMEHHO INIOIXOAHT BaulieMy peOeHKy.
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HexoTOpbIM JETAM HE HpPAaBHTCS BKYC IOMMMepa IJIIOKO3BI, H OHHM NPEANOYMTAIOT HAITHTKH,
KOTOPEIE NPOJAIOTCA B CyIEPMapKeTaxX, HO KOHIEHTPAUH YIJIEBOJOB B TAKMX HAIMTKAX HHXKE.
IToxymaemble HanMTKH HY)XHO IPUMEHATH C OCTOPOXHOCTBIO. HH3KOKAIOpHIiHEIE HAIUTKH,
HanuTKA 0e3 f00aBleHHs caxapa COAEpXaT OYeHb MAIO HJIH BOBCE HE COMEPXAT YINIEBOJOB,
IIO3TOMY HX HE CJIEYET UCITOJIB30BATh.

C nosBneHMEM HEPBBIX IPU3HAKOB META0ONHYECKOr0 KpH3a, HE NOKHAAACH NPHXOMA
Bpaua, ClIefyeT MPEeKpaTHTh NpHeM Oenka (Ha 24, MakcuMyM Ha 48 uyacos)!, yBenMYUTH 103y
NepopansHOro (4epes pot) #neBokapHuTHHA K0 200 MI/KI/CyTKH ¥ B 2 pa3sa 103y [JIMIHHA.

TaGnuna 1. O6seM MaNTBTONEKCTPHHA NIPH Pa3BUTHH MeTa00IMYECKOr0 KpH3a
https://webgate.ec.europa.eu/chafea_pdb/assets/files/pdb/20101201/20101201d09-

00_Ift_gb_ps.pdf

Boapacr (ier) | % MansTOmeKCTpHHA Kxan/100mn O6neM (M) B IEHB Yepes
poT

Jo 0,5 10 40 MunnmansHio 150 muv/kr
0,5-1 12 48 120 mi/kr

1-2 15 60 100 Mn/xr

2-6 20 80 1200-1500 mx B cyTKH
6-10 20 80 1500-2000 Mn B cyTKH
Crapine 10 25 100 2000-2500 M B cyTKH

3areM B TeueHHe 1—2 4YacOB HYXKHO PETYNSPHO OLECHHBATH KIMHHUYECKOE COCTOSHHE
pebeHka.

Ecmu y peGenka NMOCTOSHHAs PBOT2 M €My HE CTARHOBHTCS JIyYllle, POJUTENSM ClELYeT
He3aMeIIMTENEHO 00paTHThCs B GONBHUILY 171 00CIIeJOBaHHS.

Bpavam ckopoif moMommM HeOOXOOMMO IepefaTh BBIIHCKY C 3aKIIOUYCHHEM. H
PEKOMEHIAMAMH Bpaya II0 TEPalvH B IEpHOJ MeTabOIMYECKOro Kpu3a.

Ponurenam HyXHO B3ATb ¢ c060it B GONBHUIYY BCIO MHGOpMaLHUIO 00 HCIIOIL30BAHHEIX
pacTBOpax M KeNaTeNbHO CaMU PacTBOPEL

Kaxkoii Hy:XHO NpOBOANTHL MOHHTOPHHI [JIsi NAMHEHTOB ¢ H30BAJEPHAHOBOL
anuaypueii?

HeobxonuM MyasTHIUCIHIUIHHAPHBIA MOAX0M K HAGIONEHHIO H JIEYEHHIO MAIHEHTOB C
H30BAJICPUAHOBON alMAypHell clenuanucraMH pasHelX Mpoduneil ¢ menso obecrmeyeHHs
KOMIIJICKCHOM Tepanmuy M CBOEBPEMEHHO# €€ KOPPeKIUH IIpH HeoOxoaumMocTH. J{Is AlHEHTOB ¢

M30BaJICPMaHOBO} alMIypHel HeoOX0oaUMBI peryNsapHEIe obcnenoBanns. B Tabnuue 2 npusenen
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HpHMCpHHﬁ INEPCUCHL M PCryJIPHOCTDH HCCIEAOBaHUH, HO B KaXXIOM ciiydyac BBl JOJDKHEI

COTJIaCOBBIBATS IJIAH 00C/IEIOBAHUS CO CBOMM JICYAIM BpadioM.

Ta6nuua 2. PerynspHocTs 00ciieoBaHuit IpH H30BAICPHAHOBOM AllH)(yPUH

Hceneoosanue

unmepean

Koppexyus ouemomepanuu (npoeoosm epauu-

2eHemuKY Wi 6pavu-ouemonozuy)

1 p/mec na 1 200y srcusnu, oanee 1 p/3 mec u no

noxasanusm 0o 3 aem; 1 p 6 mec nocae 3 nem

Yavmpaseyxoeoe uccnedoeanue (Y3H) opzanos

bprowHoti nonocmu

B cpeonem, 1 pas e 200

IIposedenue onexmposnyegpanozpaguu (33I)

B cpednem, 1 paz é 200

npoeec)enue 6uoxumuyecko2o anaiusa Kposu

06u;emepaneemuuecxoeo

Kaxcovie 6 mecayeé nayuenmam 0o 6 nem,
xasicovie 6-12 Mecayed nayuenmam cmapuie 6
nem. Ho 6 nepuod ungpexyuonnvix
3abonesanuti, npu yzposze MemaboIu4ecKozo

kpusa — He peoice 1 paza é 7-10 Oueil.

Ob6wuii (knunuveckuii) aHanus Kpoeu

He pedce 1 pasa 6 200

Hccnedosanue ypoeHs c60600H020 KAPHUMUKA
U ayuikapHumuHoé 6 kposu, Kommnaexcuoe
onpedenenue  COOEPX*CAHUSL  OP2AHUYECKUX
kucnom 6 mouve, Komnnexcnoe onpedenenue
COOEPICANUSL OP2AHUYECKUX KUCTOM 6 MoYe
MemoooM MAaHOeMHOU MAcC-CheKxmpomempuuy,
Komnnexc uccneoosanuii Ons Ouaznocmuxu
opzanuyeckux  ayuoypuii,  Hccredosanue

AMUHOKUCAOM U Memaboaumos 6 Move

kaxcovle 6 Mecsayes nayuenmam 0o 6 aem,
Kaoicovle 6-12 mecayee nayuenmam cmapuie 6
nem. Ho 6 nepuod uHpexyuonnvix
3abonesanuti, npu yepoze Memaboauyeckozo
kpu3sa — He peace 1 paza 6 7-10 ouneti yacmoma
uccre0o8anuil 8 OuHamuxe 3agucum om
gospacma: dYawe y Oemeti 0o 1 2o00a
(excemecauno) u  Oemeil  pannezo U

OOWKONBbHO20 603pacma.

Kapouonozuueckoe obcnedosanue
(OKT, OXO-KT)

B momenm ouaznocmuxu 3a6onesanus,
Hanee, 6 cpeonem, 1 pas 6 200

Kax nanpeHnTsl IoJiyqalor Jevenie B Poccniickoii @enepanun?

H3oBanepuaHoBas auuaypHs OTHOCHTCA K YHMCIY PeIKHX HACIeACTBEHHBIX OonesHeH

oOMeHa BEIeCTB H BXOOUT B NepeueHsb penknx (opdaHHBIX) 3a0oleBaHuM, JEYCHHE KOTOPHIX

NIPOBOAUTCA 3a CUET CPCACTB PErHOHAIIBHOIO 610,u>1<e/ra . Ilocne YCTaHOBJICHHC IHarnosa

HEe0oOXO0MMMO BKIIOYEHHE MAlHEHTa B pETHOHANBHEI CETMEHT PETHCTPA 10 XKH3HEYTPOXKAIOLIUM

pemxum (opdannbM) 3aboneBaHusAM, C LENbIO JanbHelmero obecrnedeHHs HeOOXOMMMEM

JTe4yeOHBIM NHTAaHMEM M JIEKAPCTBEHHBIMH IIpenaparaMH. B pasHBIX pernmoHax 3a BeleHHE
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PEruCTpa OTBEYAIOT Pa3HbIC CHEIHAIUCTEI, HO Yallle BCETO 3TO BPauH-TeHETHKH, I03TOMY IIOCIIE
YCTaHOBIIEHHS AMarHo3a 0643aTeN-HO HyXXHO 06paTHTHCS K PETHOHANBHOMY Bpady I'eHETHKY.

Kak MoryT nomorathb poaHnie u 61u3Kkue?

He 3a0biBalitTe — OT CeMbH Takxke 3aBHCHT ycmex jedenus. Hyxso co6momarsb
PEKOMCH/IAINY, HU NPY KaKHX YCJIOBHAX HE JOINYCKAaTh «CPHIBOB» B IAHETOTEPAIHH, CIEHYET
YAENATh BHUMaHKME peaGHIMTalMH M IUIAHOBBIM OO0C/e0BaHHAM. Bce WIEHB! CEMBH JOMKHBI
3HATh, YTO PeOEHOK HYXIAeTCS B 0COOOM IMHTAHHH M ONIM3KHE POACTBEHHHKH JOJDKHBI OCBOHTD
HaBBIKH pacueTa JUeTsl,

Popurenn nanuenta ¢ H30BaJEPHAHOBOM anMaypHei, a B JanpbHEHIIEM H €aM IalHEHT
AOJIKHBI OBITH O0YYEHBI MPaBHJIaM OPTaHM3aIHH TEPAITHH B MEKIPUCTYIIHEL EPHO U B IIEPHOL
YIpO3bI METabOTHIECKOro KpH3a.

V pebGenxka npu cefe Bceraa MOMKHA HAXOOUTHCA MAMATKA € YKA3aHMEM HEOTIIOKHBIX

MCpOHpH}ITI/Iﬁ B ICPHOX HAYHHAIOIIETOCH MeTaboJIHYeCKOro Kpusa.
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IIpunoxenne B2, [Ipumep «dKCTPEeHHOI MaMATKH

IKCTpeHHAS AMATKA

Bunmanne! IlammeHT yrposkaeM mo pasBHTHIO OCTPOr0 MeTa0OJHYECKOT0 KpH3a,

CBA3AHHOI0 C HAGICACTBCHHBIM 3aboieBaHNEM.

1. Ilpu3naku feKOMIEHCALIHH:

-  YTHETEHHE CO3HAHHS;
- BSUIOCTb, c1ab0CTh, COHJIMBOCTE;
- INOSBJICHHE HIIH YCHJICHUE CYAOPOT;
- OecmokoitHOe MoBeIEHHE, IUTAKCHBOCTE;
- HapyIICHHUs BCKapMJIMBaHHUS, YacThle CPHITHBAHUS, PBOTA;
- TOBBINEHHOE NOTOOTAENICHUE
- W3MeHEHHE MEIIIEYHOro TOHyca.
- 0coObli 3anax «CBIpay, (IIOTHBIX HOT» OT Teja
2. Ilokazanus x cocnumanuzayuu;
- IPU3HAKK AEKOMIICHCAIHH;
- MHOTOKpaTHasi pBOTa, {uapes;
- uHGEKIUH C BBICOKOI JIMXOpaIKoi;
- 00e3BOXXHBaHUE.
3. IInau pedicrBus:
ITpu noo3pennn Ha MeTabonYecKui KPU3:
3.1. Cyrounas xanopuiHOCTh paIlloHa yBenuuynupaercs Ha 25-50%.
3.2. Veemuuenne Oenmka Ha 120% ot o0ObIYHOH HOPMBI 3a CYET HCHOJIB30OBAHHSA
CIEIMATU3NPOBAHHEIX cMeceil Ha OCHOBE aMHHOKUCIIOT HE COJIEP KaIUX JICHITHH,
3.3. Orpannunts nocrymieHue jeiuna Ha 50% um yopaTh HONHOCTBIO B 3aBHCUMOCTH OT
CTENeHU NPOSIBIEHUS CHMIITOMOB Ha 24-484y.
3.4. obecreunTh YacTeIe KOPMIICHUS HEGOIBIIMMH HOPIHSIMH B TeUeHHE 244acoB.
3.5. ITpn HaxOXICHUH MALMEHTa AOMA, YBEJINYUTh MOTpeOIeHNEe YTIIEeBOAOB UL BOCIIONHEHUS
KIOPHIMHOCTH 3a CYET pacTBOpa IEKCTPO3BI** MM ManbTONEKCTPHHA (IPH HX OTCYTCTBHH —

CJIaIKUii KOMITIOT, KHCEJb)
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Tabmuna 1. CoorBeTcTBHE MEXIY BO3pacTOM peGeHKa U J030i JEKCTPO3EI U SHTEPATBHOIO
IPHMEHEHHUS IIPH IIOX03pEHUH Ha MeTabOIHYECKH il KpH3

[24]
BO3pacT P-p nexctpo3sl (%) Hoza Ho3za OHeprus
MJU/KI/4 MJI/KT/CYyT KKaJI/KI/CYT

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

3-6:1. 25 3,3 80 80
6-121. 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

* O6mmit 06seM paszensercs Ha 12 npueMoB U BBOIUTCH KaX/ple 2 yaca.

3.6. IIpu HEBO3MOXKHOCTH OCYIIECTBIIATH, IIOJIEPKHBATh NIEPOPATEHOE KOPMIIEHHE, YCTAHOBUTH

Ha30racTpaJIbHBIA 30H..

3.7. Ilpu rocmuTanu3auuM B CTalliOHAp, HAadYaTh HENpephBHYI0 HHQy3mo p-pom 10%
JEKCTPO3BI** U3 pacyeTa: HOBOPOXICHHbIE U JeTH 10 3-X jteT 10-12mr/kr/muH, ot 3 10 10 ner 8-

10 Mr/kr/Mun, crapme 10 net 5-8 Mr/kr/Mun

3.8 KonrpoJan anaau3oB:
- KIIIC, snexTpoauTsl, aMMOHHIT
- 001U aHAIA3 KPOBH
- olIpeJieNieHHe KETOHOBBIX TEJI B MOYE
- 6uoxumuyeckuii anam3 xposu (KOK, AJIT, ACT, riroxo3a, Gmmupy6un o6, mpsaMoii,
MoueBHHa, KpeatunuH, I'TT, III®, oOmuii Genox, ansOymun, CPB, xamuii, Hatpwmii,
KaJIbLIUi, XJI0p)
- CIIEKTP aMHHOKHCIIOT U allUJIKAPHUTHHOB
4, BeaeHne nanueHTa Mocjae HEOTIONKHOM CHTYAIHH:
IIpomomkuTs BBEAECHHE IEKCTPO3BI A0 CTAaOMJIM3AlMH COCTOSHHS, IMOJ KOHTPOJEM IJIFOKO3BI
kpoBH, KIIIC, ypoBHs nelinuna, BajiMHa, H30JIeMHa B KPOBH
Ilpn xynupoBaHWM CHMOTOMOB METa0ONMYECKOl MECKOMIICHCAIMH, CHHXKEHHH 3HAUYCHHH
neinuHa, BEACHUE IMPOAYKTOB COACPIKAIMUX HATYPATBHBINA OENIOK M3 pacdera ¥4 HeOOXORHUMOro

CYTOYHOro 00BEMa B MIEPBEIii IeHb, Y2 - Ha 2-3-i fieHs, ¥4 - Ha 3-4-if IeHs, fanee B IOTHOM 00BeMe
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IIpunoxenue I'l-I'N. Illkansl oleHKH, BONPOCHHUKH H JApyrHe OLEHOYHbIE
HHCTPYMEHTBI COCTOSIHHA MNalHeHTa, MNpHUBEJeHHble B KJIHHHYECKHX

PEKOMEHAALHAX

He nmpumensrorcs




