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Cnucok coxkpameHui

BKC - 6oiie3Hb KJIEHOBOTO CHUpOIIa

['Db-remarosnnedanuueckuii 6apbep

KHIC — KUCIOTHO-IIET0YHOE COCTOSIHUE

JIH®T -Tect — TecT ¢ TUHUTPOGECHUITHAPASHHOM

MPT — MarHuTHO-pe30HaHCHAs: TOMOrpadus

MC/MC — TanieMHasi Macc-CIieKTPOMETPHS

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHKE

[HHC — uentpanbpHas HEpBHAs CUCTEMA

BCAA - branched-chain amino acids (aMHHOKHCIOTBI C Pa3BETBICHHOW IICTbIO: JICHUIIMH,
W30JICUIIMH U BaJIMH)

BCKD - Branched-chain Alpha-keto  Acid Dehydrogenase (xomruIeKe

(hepMeHTOB AeTuApOTreHasbl allb(pa-KeTOKUCIOT C Pa3BETBICHHOI LIETIBIO)



TepMuHBI U onpeaeJeHus

FeMOIlI/Ia.]'[I/B — MCTOA BHCIIOYCYHOI'O OYHUIICHUA KPOBU, BO BPpEMA KOTOPOI'0 MPOUCXOAUT
YAaJICHUE U3 OpraHu3Ma TOKCUYCCKHX ITPOAYKTOB oOMeHa BCIICCTB, HOpMAaJIM3aluAa HapymeHI/Iﬁ
BOJHOI'O M JJICKTPOJIHUTHOI'O 6a.]'IaHCOB, IIpru 5TOM OYHIICHUC KPOBU OCYIICCTBIIACTCA UYCPE3

HCKYCCTBEHHYIO MEMOpaHy C MPUMEHEHHUEM aIllapara «ACKYCCTBCHHAS TOYKa.

Merabouyecknii KpU3 — KPUTHYECKOE, YIpOXKaollee IKU3HU  COCTOSIHHUE,
CIPOBOILMPOBAHHOE HEOIArONPHUATHBIMH (hPaKTOPaMH, 00YCIIaBIMBAIOIIUMH YCUIICHHUE TPOLIECCOB
KJICTOYHOTO KaTaboIM3Ma C HAaKOTJICHHEM IPEUMYIIIECTBEHHO JICHIIMHA U APYTUX aMHUHOKHUCIIOT C
Pa3BETBICHHOW IIETBIO M TIPOSBISIONICECS OCTPO BO3HUKIIECH 3HIEe]amonaTueld, AUCTOHUECH,

cyaoporamMu, nmpucTtyrnaMu pBOThbI, IPU3HAKAMHK OTCKAa MO3Tra.

IlepuTOHEAJBHBIN AUATH3 - METOJI BHEIIOYEYHOI'O OYUIIEHUS KPOBHU, BO BPEMS KOTOPOTO
IIPOUCXOJUT YAAJICHUE U3 OpPraHU3Ma TOKCUUECKUX MPOAYKTOB OOMEHa BEIIECTB, HOPMAIH3ALHS
HapyLEeHUH BOJAHOTO U 3JIEKTPOJIUTHOIO OAJTAHCOB, IPU 3TOM OYHUIIEHUE KPOBHU MPOU3BOAUTCS 32
CU€T CMEHBI CIIEIMATIbHBIX PACTBOPOB B OPIOLTHOM MOJIOCTH, 8 B Ka4€CTBE MEMOPAHBI BHICTYIIAET

6pI-OI_HI/IHa nanueHTa.

Huxa Kpedca (uukn TpUKapOOHOBBIX KUCIIOT, IIUKI JTUMOHHOM KHCIOTBI) — CIOMXHBIN
UKINYECKUI (DepMEHTATUBHBIN MPOIECC, TPU KOTOPOM B OpTaHH3ME MPOUCXOTUT OKUCIICHUE
MMMUPOBUHOTPAHON KUCIOTHI C 00pa30BaHUEM YTIIEKHUCIIOTO Ta3a, BOABI U dHepruu B Buae ATO,
3aHMMaeT IIEHTpPaJIbHOE TOJOXKEHUE B 00Iel cucreMe oOMeHa BEIIECTB U DHEPTHH >KUBBIX

OpraHU3MOB.

1. Kparkasi nHpopmanus mo 3a00/1¢BAHNI0 WIH COCTOSHMIO (Tpynme
3a00J1eBAHUIT UJIM COCTOSIHUI)

1.1 OnpenesaeHue 3a00J1eBaHus N COCTOAHNSA (IPYHILI 32001eBAHUNA HJIH COCTOSTHUI)

BoJjie3nb «kienosoro cuponay (ieinnno3) (bKC) — HacneacrsenHoe 3aboneBanue U3
TPYNITBI  AMHUHOAIHMIONIATHH, OOYyCIOBICHHOE JC(PHUIIMTOM JETHIPOT€HA3bl KETOKHCIOT C
Pa3BETBIIEHHOW IIEThI0, TPUBOJAAIICE K HAPYIICHUIO MeTadoiIM3Ma aMHUHOKHCIOT JICHIIMHA,
M30JIEHIIMHA, BaIMHA. 3a00JIeBaHNE XapaKTepU3yeTCs IUPOKUM KITMHHYECKUM MOIUMOPPU3MOM
OT TSKeJNbIX (OpM, TPOTEKAIOLINX B BUJIE OCTPON MIIaIeHUECKOM dHIIe(aionaTuu

(OONBIIMHCTBO Ciy4aeB) 10 Jerkux Gopm, MaHU(PECTUPYIOMIMX B OJIPOCTKOBOM BO3pPacTe

[3,4,6,10].



1.2 ITHOJOIrHUS U NATOreHe3 3200J1eBAHNS HJIH COCTOSHHUS (IPpyNnLl 3a00J1eBaHUi WJIN

COCTOSIHM)

3aboneBanue BBI3BAHO I[e(l)I/IHI/ITOM KOMIIJICKCa (bepMeHTOB ACTrUAPOrceHasbl

anb(akeTokucnor ¢ pazserBieHHoH 1enbio (BCKD - Branched-chain Alpha-keto Acid
Dehydrogenase), oOecreuynBarOIIMM OKHUCIUTEIBHOE JEKapOOKCHUIMPOBaHWE (BTOPOM 3Tall
KaTaboIM3Ma) aMUHOKCHIIOT C pa3BETBICHHOM IENbIO: JIeWIMHA, n3oJieinHa u BanuHa (BCAA -
branched-chain amino acids). 9ToT MyIbTH()EPMEHTHBIN KOMIUIEKC, ACCOLMUPOBAH C BHYTPEHHEH
MEMOpPaHOW MHUTOXOHIPUN U COCTOUT M3 3 KAaTaJTUTHYECKUX KOMIOHEHTOB: E1 (cocTouT u3 2-x
otnenbHbIX cyobenuanil Ela u E1PB), E2 u E3 u acconmupoBas ¢ 2 peryinsTopHbIMU (pepMeHTaMu
BCKD-docparazoit 1 BCKD-kunazoit. Kodepmentom ElacyObenuHUIBl CIy)KUT THAMHH
nupodochar. BKC obycnosnena myramusmu B reHax, kogupyoommx El, E2 u E3 xommnoneHTsI
BCKD: ren BCKDHA (Elo-cy0benununa) JOKaIu30BaH Ha JUIMHHOM IUIeYe XpomMocombl 19
(19q13.1-q13.2); ren BCKDHB (E1BcyOobenununa) - Ha KOPOTKOM ILIeUe XpOMOCOMBI 6 (6p22-
p21); rern DBT (E2-nipoTenH) — Ha KOPOTKOM 1uiede xpomocombl 1 (1p31); rern DLD (E3-tiporenH)-
Ha JUIMHHOM 1iede 7 xpomocoMbl (7q31-q32). Tun HacnenmoBanus 3aboneBanuss BKC —
ayTOCOMHO-PEIECCUBHBIN

[3,6,10].

[Tatorenes 3a0osieBaHMs CBSI3aH C HapyIIEHHEM OOMEHa U HAKOIUIEHHEM B OMOJIOTMUECKUX
KHUJKOCTAX aMUHOKHCIOT C Pa3BETBICHHOH IIeTbI0, a TaK € MX IMPOU3BOJIHBIX — 2-OKCO-
M30KaIpOHOBOM, 2-rUJIpOKCU-U30KAIIPOHOBOM, 2-0KC0-3-MeTUIBaIepUaHOBOM, 2-
OKCOM30BAJIEPUAHOBOM, 2-THIAPOKCU-H30BATICPUAHOBON M 2-THJIPOKCHU-3-METUIIBAJIEPUAHOBOM
kucioT. OCHOBHOM HeMpoTokcuyeckuil 3(hPekT 00yCIOBIEH BHICOKUM YPOBHEM JICUIIMHA U €T0
MeTa0ONMUTOB. [ UnepiedMHeMusT MTHTHOUPYET TPAHCIOPT THUPO3WHA, TpUNTO(paHA M IPYTUX
HE3aMEHUMBIX aMHUHOKHCIIOT 4epe3 remarodHIedanndeckuii 6apeep (I'Db) u, Takum obpazom,
OTpaHUYMBAET JOCTaBKy CyOCTpaTOB JJisi CHHTE3a KaTeXOJaMHWHOB, CEPOTOHWHA W OenKka B
TOJIOBHOM MO3T€, UTO BEJIET K HEHPOMETUaTOPHBIM pacCTPOKCTBaM. boIbIIyIO pOJIh B TaTOTeHE3e
UTpaeT KeTOAalMA03, OCMOTHYECKasl JUCPETYJISIHs, THIIOHATPUEMUS, OTeK W aTpodus TKaHU
MO3Ta, BTOPUYHAsI TUTIEPAMMOHHEMHS, HEAOCTATOYHOCTh TIIFOKOHEOTEHE3a M THITOTIMKEMHS, a
Takke JUCOYHKIUS  MUTOXOHAPHAILHOW  JIBIXaTENbHOM IEeMd W OKHCIUTEIHHOTO
bochopunrpoBanus.

[Tpu 3aboneBanuu, cBA3aHHOM c JedektoM Es-mpoTenHa, maroreHes 0osee CIOKEH.

Vkazanaas CY6'Be)II/IHI/IHa CIIY)KUT KOMIIOHCHTOM HECKOJIBKHUX My.]'II)TI/I(l)epMeHTHI)IX KOMIIJIEKCOB.



JETUAPOTEHA3bl KETOKUCIIOT C Pa3BETBICHHOMW IIETBbI0, TTMPYBATACTHIPOTC€HA3HOTO KOMIUIEKCA U
0-KETOTIIyTapaTACTUAPOTCHA3HOTO KOMIUICKCA, NPUHUMAIOIIUX YyYacTHE B METa0OIU3Me
nupyBarta u (yHKuuoHupoBaHuM I1wkiIa Kpebca. CnemcrBueM nedekra 3TUX KOMILIEKCOB
SIBJISTEOTCS PACCTPOMCTBA KIIETOUYHOW OMOIHEPTETUKH U JIAKTAT-AIM/I03, TIOITOMY JIaHHBI BapHAHT
00BIYHO KJTACCH(UIIMPYIOT KaK MUTOXOHpUaIbHOE 3a0oneBanue [6,8,10].

Cxema Merabonuueckux HapymeHud, HaOmomarontuxcss npu bKC, mpeacraBiena B
[Tpunoxennn I'1.

1.3 DnuaemMnoJ10rus 3a00JeBaAHUA HJIH COCTOSIHUSA (IPVIILI 3a00J1eBAHUI MJIN COCTOSIHHIA)

3aboseBaHue ABISCTCS MAaHATHUYECKUM. YacToTa cpenn HoBopoxAeHHBIX 1:185000 [16]

B HekoToppIX momynasuusx BeTpedaeTcss ¢ OOJbIIed 4YacTOTOM: YacToTa Cpeau
KUBOPOXKJIEHHBIX Yy eBpeeB-allikeHa3u coctasiser 1:26000, y ranuiickoro HaceneHus B cnanuu-
1:52 500, y menHHOHUTOB- 1:176.

1.4 OcoOeHHOCTH KOAMPOBAHNSA 10 MeKIYHAPOJHOM CTaTHCTHYECKOH KIaccupuKanumn

poJse3Hel u npodaeM, cBs3aHHbIX ¢0 310poBbeM (MKB-10) E71.0 — Bone3Hp «KJIEHOBOTO

cupoIia».

1.5 Kanaccudukauus 3a60/1eBaHUs MM COCTOAHUS (TPYNIILI 32001eBAHMI MJIH COCTOSIHMIA)

Breigenstor HeckonbKko-KIMHUKO-TeHeTnuecknx ¢opm BKC B 3aBucMMOCTH OT BO3pacra
MaHU(ECTAIlUU, TIKECTH KIMHUYECKUX CHMIITOMOB W BO3MOXKHOCTH OTBETa Ha JICUCHHE
#TuaMUHOM™*: O KJIaccHueckKas, WM HeOoHaTalbHas (Hauboliee yacrtas); O MPOMEXKYTOUHAS; O
WHTEPMUTTUPYIOIIAsl; O THAaMHUH-3aBUCHUMasi; O oOycioBieHHas nedunurom Es-mporemna u
COMPOBOXKAAOIIASCS JTAKTAT-alU030M
1.6. Kiunuyeckasi KaApTHHA 3200JIeBAHUSI MJIM COCTOSIHUSA (TPYNIbI 3200/1€BAHUI MJIH

COCTOSIHM )

Krnaccuueckast popma 3a0oseBanus M BapuaHT 00ycioBIeHHbIN edunutoM Esnporenna o0br4HO

NeCI0TUPYIOT B HEOHATalbHBI NEpUoJl, B TO BpeMs KaK oOCTalbHble (OPMBI MOTYT
MaHu(pecTUpoBaTh B JIOOOM BO3pacTe C JEeKOMIIEHCAllMe B MepHOJbl MOBBIIIEHHOIO
KaTrabonn3Ma, UHTEPKYPPEHTHBIX MHQeKIusIx. KimHuueckne npu3Haku KIacCU4ecKo (GopMel
BKC, kak mpaBuio, mposBISIIOTCA Ha mepBoi Henene u3Hu. [lpu manudecranuu sta dpopma
XapaKTepu3yeTcs TeHEePAIU30BAHHBIMHU CYIOpOraMH, MOBBIIIEHHON BO30YIMMOCTBIO (pe3Kuid
KpHUK), OTKa3oM OT IMHWIIHM, YINOPHOW pPBOTOW, MBIIIEYHBIM TUIEPTOHYCOM, IPHU3HAKAMU

o0e3BokuBaHus. Bo30yxkeHue cMeHsieTCs BAJIOCTbIO, YTHETEHHEM LEHTPaJbHOM HEepBHOU



CUCTEMBI, COMHOJICHIICH, KOMOW, IOSBISETCS MapaJoKCaTbHOE bIXaHWE, CIaOblil MyIbC.
Ileproapl MBIIIEYHOIO TMIIEPTOHYCA YEPEAYIOTCSA C BBIPAXKCHHOM TMIIOTOHHEH. XapaKTEepHBI
CTEPEOTHITHBIEC TBM)KCHUS, TAKHE KaK «(DEeXTOBAHHE» U «€3]1a Ha BEIOCHUIICIE).

3a0oJieBaHNE MTPOTEKAET OYEHb TSKEIO U HEPEIKO MPHUBOJIUT K JIETAIIBHOMY HCXOJy B PaHHEM
JIETCKOM BO3pacTe (OCHOBHOM MPUYMHON CMEPTH SIBISIETCS OTEK MO3Ta).

V nereii crapuie 1 roga HaOo1aeTCs 3a7€pHkKKa ICUXOMOTOPHOIO Pa3BUTHSI, YMCTBEHHAsI

OTCTaJIOCTh, OOJIU B SMTUTACTPUH, AaHOPEKCHS, PBOTA, MBIIIEYHAs CIA00CTh, N3MEHEHHBIH YPOBEHb
CO3HAaHMs, HAPYIIEHUS [BUKCHMS, aTAKCHUs, IICUXUATPUYECKUE CUMIITOMBI, 3PUTEMATO3HbIE
BBICHINIAHUS, YacTble HWH(EKIHOHHbIE 3a00JIeBaHUs, CYAOPOKHBIA CHHAPOM. OIHU30.1bl
MeTabOIMUECKON JEKOMIIEHCAlUM MOTYT IPOBOLIMPOBATHCS  JIMXOPAAKOW, HHPeEKIuei,
(GU3NYECKUMHU YIPaXHEHUAMH, TPABMON MM XUPYPTUYECKUMHU ONepalusiMu
[3,4,6,19,23].
Wutepmurtupytomas Gopma 3a00ieBaHHs SBISAETCS BTOPOU MO YAaCTOTE MOCTE KIACCHUECKOM
¢dopmBbI 1 UMeeT OoJiee IETKYI0 KIIMHUIECKYIO KapTHHY. [1arieHThI pa3BUBAIOTCS B COOTBETCTBUH
c Bo3pacToM A0 1-2 njer, korga Ha (OHE HHTEPKYPPEHTHBIX 3a00JICBaHUNW W IIOCIIE
BBICOKOOGIKOBOM  JTUETHI  pPa3BUBAIOTCS  OMU30bI  METa0ONMYECKOW  JIeKOMITCHCAIWH,
COIIPOBOXAAIOIINECS HAPYLIEHUSIMU CO3HAaHUS (COMHOJIEHLIMSA, JIeTaprusi, Koma), aTaKCHEw,
CyaIoporamMu, cieliuueckKuM 3amaxoM MOYH (CIIaaKkuii, KapamenbHblil) [14,23].

[Tpomexxyrounass ~ ¢gopma  3aboineBaHus  XapakTepusyeTcs  mpobiemMamMu  Co
BCKapMJIUBAaHHEM, 3aJIepKKON (PU3NYECKOrO Pa3BUTHUSA, 3aJ€pKKOH MCUXOMOTOPHOIO Pa3BUTHA,
UHTEJUIEKTYaJIbHOM ~ HEIOCTaTOYHOCTBIO, CyAOpOraMM M JPYTMMH  HEBPOJIOIMUECKUMHU
HapyLIEHUSIMH, OIIMCAHHBIMU NP KJIacCUYecKoil popme 3aboseBaHus.

To4yHO HeW3BECTHO, CYHIECTBYIOT JH (popMa OOJI€3HM NOJHOCTHIO UYBCTBUTENIBHAS K
THaMUHY U HE HyXJaromascs B auerorepanuu. Cuuraercs, 4To 3TH NALUEHTH UMEIOT BBICOKYIO
ocTaTouHyto akTuBHOCTH (pepmeHTa BCKD ex vivo 10 40% OT HOpMBI U KJIMHUYECKOE TeUeHHeE,
aHAJIOTUYHOE TMpPOMEeXyTouHoH ¢opme. Ha ceronHsmHuil AeHb HU OJIWH TNAIUEHT C
«rtuamuH4yBcTBUTENBHBIM» BKC He nmomyyain nedenue Toapko #TruaMuHoM™**. Tepanus BKItoYaeT
koMOuHanuio #ruamuHa** (no3el ot 10 1o 1000 Mr / geHb) ¢ AMETHYECKUM OrpaHUYEHUEM
pa3BETBICHHBIX aMUHOKHCIIOT [15,16,24, 38, 39].

Knunnueckass xaptuHa mnpu Qopme 3a0oneBaHus, O0OYCIOBICHHONW JedULUTOM
Esnporenna, cxoxa ¢ mpoMexxyTouHOH (popMoii O0JIE3HH «KJIEHOBOTO CHPOIIay 33 UCKIIOYEHUEM

PaHo BBISBIISIEMOTO JIAKTaT-allu03a. 3a0oIeBaHie UMEET IUPOKUH (EHOTUITUYECKHUI CIIEKTpP OT



paHHeil HeBpoJiorMdyeckoil MaHHdecTaluuu A0 H30JUPOBAHHOTO IOPAXKEHUS TIEYECHH,
IIPOSBJISAIOLErOCs. BO B3pOCIOM BO3pacTe.

Jlyist Bcex nieTeit ¢ 601e3HBI0 «KJICHOBOTO CHPOIIay XapaKTePeH HEOOBITHBIN apOMaTHIECKHI 3amax
MOUYH, ONKUCAHHBIN KaK 3amax KJIEHOBOT'O CUPOIIa WM 3arax KapaMmesu.

JuddepeHnnanbHbliA AUArHO3 CISAYET TPOBOJAUTH C TUTIOTIMKEMIYECKUMH COCTOSTHUSIMU
(Hampumep  TUNEPUHCYJIUHU3MOM), MEHUHTHUTOM, JHIEPAIUTOM, TUIOKCUICCKUMU
MOPAKECHUSIMU  IIEHTPAJIbHOM HEPBHOM CHCTEMbl, BHYTPUUEPENHBIMU KPOBOU3IUSHUIMH,
BHYTPUYTPOOHBIMHU MHPEKIIUSIMU U HACTICICTBEHHBIMH HAPYIICHUSIMU 0OMEHA BEIECTB, KOTOPHIS
MPOSIBIISIIOTCS B~ HEOHATAJIbHBIA Tepuoa: AePuIHUT OEeTaKeTOTHONA3bl, HAPYIICHHE ITUKJIa
MOYEBHUHBI, TJIHUIMHOBas SHUe]aronaTus (HEKETOTHYECKAas TUIEPTIIUIMHEMUS), C JIPYyTUMHU
(dhopMaMy aMUHOANIUIONIATHH M OPTaHUYCCKUX allUIyPHi, MUTOXOHJAPUAILHBIMU OOJIC3HSIMH U
nereHepatuBHbiMU 3a00aeBanusimu LIHC.

BrisBieHre MalnMeHTOB NpHU MPOBEIECHWHM HEOHATAaTbHOTO CKPUHHUHTA 3HAYUTEIHHO

CHIDKAET PUCK YMCTBEHHOM OTCTAJIOCTH, ICUXUYECKUX U COMAaTUYECKUX HapylleHui 8, 26].

2. InarHocTuka 3a00/1eBaHUs WM COCTOSIHUA (TpyNnbl 3200/1eBaHU HJIH
COCTOSIHMI), MEAMIIUHCKHE NMTOKA3aHUS M POTHBONOKA3aHUS K IPUMEHEHHIO
METOA0B IMArHOCTUKH

Juaenocmuxa BKC ocnosana Ha ananuze pooOCIO8HOU, OYeHKe OAHHbIX aHAMHe3d,
KAUHUYECKUX NPOSAGNEeHUl, De3YIbmamax OUOXUMUYECKO20 U MOJIEKYIAPHO-2EHEMUULEeCKO20

Uccae008aHull.

2.1 ’Kaao0bl 1 aHAMHE3

Ilpu cbope anamnesa u xanob pekomeHO08aHO 0Opamums 6HUMAHUE HA:
— OMA2OUeHHbIL CeMeUHblll aHaMHe3 (Hanuuue 6 cembe O0NbHO20 C NOOMBEPIHCOEHHLIM
ouaenoszom BKC, nanuuue 6 cembe cryuas cuHOpoOMAa «8HE3aNHOU cMepmu MAa0eHyd»)

- gHe3anHoe yXyouieHue coCmosHusA Ha hone noano2o 300poevs uiu OPBU,
— HapyweHusi 6CKapMIUBAHUSL,

- yacmule CpbleUBAHU,
- psomy;

— Y2HemeHue CO3HaHusl,



- 8710CMb, CIAOOCMb, COHAUBOCMb,

- cyoopoeu,

— becnokoliHoe noéeoenue, NIaKCUSOCmb;

- NOBbIUEHHOE NOMOOMOeIeHUE,

— MbIUEYHYIO 2UNOMOHUIO/MBIULEYHBIU 2UNEPMOHYC,

— Henpou380bHbIE/HACUTILCTNEEHHbLE oguoicenuss  («gpexmosanuey u
«e30a Ha eenrocuneoey);

— CIA0KO8AMbllL 3aNax Movu/mena,

Hauano zabonesanus 6 oemckom eo3pacme moancent Oblmb CB53AHO CO Cﬂedy}ou;uﬂ/m

Gdaxmopamu:
O ynompebienue DONbULO20 KOIUYEeCMB8a DEIKO80U NUUU,
O OnumenvHoe 20100aHue, HeONPABOaHHble 02PAHUYeHUs 8 Jueme, HU3KAS KAlIOPUUHOCMb
nUWEeB020 PAyuUoHa,
O UHMMeEpKyppeHmHble pecnupamopHule .  oHceny0oyHO-KuleyHvle
UHGeKYUOHHbLE 3A001eBaAHU,

©) ¢M3MU€CKCZ}1 UlU NCUXOIMOYUOHANIbHAA HACPD)Y3KA.

2.2 ®uzukajbHoe 00CaeT0BAHUE

Iayuenmy c nooospenuem na bKC cnedyem nposecmu  ¢husukanvroe oocredosanue, oopawast
BHUMANHUE HA @u3uYecKoe U NCUXUYEeCKoe pa3sumue, mypeop KOMCU, MbIUEeUHbIU MOHYC U

HeOoObIYHbIUL  3aNax MOYU U KOJICU, NOXOANCULL HA 3aNaAX KIEH0B020 cupona.

Hpu ocmompe Heobx00UMo 06pamumb 6HUMAHUE HA OCHOBHblE ¢M3MKaﬂbel€ NPpOABIEHUA:!
HeoHamanbHulil NEPUoo

- 6510CMb, COHAUBOCTD,

- HapyweHue CO3HaHUs (conop, Koma),

- cyoopoeu,

- psoma, omkas om eovl;

- anHos;

- nomeps Maccvl meid, 3a0epPAHCKA PUULECKO20 PA3GUMUSL

- 3a()ep9fc1<a MOMOPHO2O pazeumiust,;
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= MblUleUHAasA cUNONIOHUA,

- nupamuoHvle Hapyulenus — (NOGvlUEHUEe — CYXOMCUNLHBIX — pequeKcos, Hanuyue

naniojiocudecKux CmonHsvlx 3H61K06),'

- mpemop;

— Henpou360JibHble/HACUTbCBEHHbIE osudcenusi  («gpexmosanuey u - «esoa  Ha

senocuneoey);

KIUHU4YeCcKue npusHaKu cencuca.

ﬂemu nepeéovlx jiem HCU3HU

ONUB00UYECKU BO3HUKarwa:x peoma,

3adep9f01<a NCUXOMOMOPHO20 U pedesoco pa3sumusl,

— UBMEHEHUE MblUUEeUHO20 MOKRYCca,

nepuoduqecmm amaxkcus, mpemop,

cyoopoau,

UHCYTbMONOO0OHbIE COCMOAHUAL.

1lo0pobHO dannble PuU3UKATLHO20 00CIe008AHUS ONUCAHDL 8 pa3delie «KIUHUYeCKas KapmuHay.

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCAST0BAHUSA

e Pexomenayercs BceM manmeHtaM npu  noxospenun Ha BKC  uccnenoBanue
KHCJIOTHOOCHOBHOT'O COCTOSIHMS M Ta30B KPOBH (B T.Y., HCCIEIOBAHNE YPOBHS BOJIOPOIHBIX HOHOB
(pH) xpoBwu, uccnenoBanue ypoBHs Oy(hepHBIX BEIIECTB B KPOBH), YPOBHS TJIFOKO3bl B KPOBH,
YpOBHSI HaTpusi B KPOBH, YPOBHSI MOJOYHOW KHUCJIOTHI (JJaKkTaTa) B KPOBM, YPOBHS aMMHaKa B
KpPOBH, KETOHOBBIX Tell B MOYE€ 3KCIIPECC-METOAOM C LEJbI0 IMArHOCTHKH MEeTaOOJIUYeCcKUX
HapyLICHUH UX KOPPEKIMH U ONpeiesieHusl TAaKTUKU JalibHeliero senenus [3,6,8].

YpoBeHb yOeqUTEJbHOCTH A0Ka3aTeabCTB — C, yPOBEHD 10CTOBEPHOCTH /10KA3aTeJIbCTB- 4.
Kommenrapum: y nayuenmos ¢ BKC 6 nepuod memabonuueckozo Kpusa onpeoensemcs
Memabonudeckutl  Kemoayuoo3, — 2UNOHAMPUEeMUs,  2UNO2NUKEeMUs,  2UNePAMMOHUEMUS,
conposodicoarouuecs yepo3oii omeka mo32a u mpeoyoujue UHMeHCUSHOU KOPPEKYUU BblA8TIEHHbIX
Hapywenuil. Mccnedosanus 6 ciyuae ocmpo20 COCMOSAHUA HeOOXO00UMO NpOoGecmu 6 CPOUHOM
nopsoxe.
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* Pexomenayercsi mpoBeneHHe oOMero (KJIMHUYECKOTO) aHaiu3a KPOBH Pa3BEPHYTOTO
(remMOrn0O0MH, KOJWYECTBO SPUTPOLUTOB, LIBETOBOM IIOKAa3aTellb, KOJIMYECTBO JICHKOLIUTOB,
TPOMOOILIMTOB, JeWKouuTapHas (opMmyna U CKOPOCTh OCEOaHHUS 3PUTPOLUTOB) MALUEHTAM C
kiuHuYeckumu nposineHussMu BKC 11st olleHKM OCHOBHBIX HapaMeTpPOB KPOBETBOPEHHUS H
HaJU4Ms BOCHAIMTENIbHBIX MpoIeccoB [24, 31].

YpoBeHb Y0eAUTEJILHOCTH J0Ka3aTeJbCTB — C, ypOBEHb 10CTOBEPHOCTH /10KA3aTeIbCTB- 5.
* Pexomenayercss rmpoBelneHue oOmero (KIMHUYECKOr0) aHalu3a MOYM MaIlUeHTaM C
KIMHIYeCKUMH TTposiBieHussMU BKC 1515t O1eHKH COCTOSIHUSI MOUEBBIBOAAIINX TyTeH U TOYEK
[24, 31].

YpoBeHb y0eaquTeIbHOCTH 10Ka3aTeJbCTB — C, ypOBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB- 5.
* PexoMenayercsi mpoBeleHHE OMOXMMHYECKOTO aHaiu3a KPOBH OOIIETEparieBTUYECKOro
(rroko3a, oOuwmil Oenok, OenkoBble (pakuuu (MCCIEIOBaHUE YpPOBHS albOyMHHA B KPOBH,
orpeniesieHue  anbOyMUH/TIIOOYJTMHOBOTO COOTHOIICHUSI B KpPOBH), OOIIMI, CBSI3aHHBIA W
CBOOOAHBIN OWIUPYOUH, XOJECTEPUH, TPUTIHMLEPHUABI, JHUIONPOTEUAbl HU3KOM U BBICOKOU
IUIOTHOCTH (MCCIIEIOBAaHUE YPOBHS JIUIONPOTEHMHOB B KpPOBH), wIeno4yHas QocdaTasa,
raMMariioTaMIJITPAHCIICNITHIa3a, KPEaTHHUH, MOYEBMHA, alaHMHaMuHOTpaHcdepaza (AJIT),
acnapratamuHoTpancdepaza (ACT), xanpiuii oOmMMKA ¥ HMOHWU3WPOBAHHBIN, HATPUN, KaJIHA,
Heopranuueckuit  gocdop, xenezo u  PepputuH, CPB) mnammenTam ¢ KIMHUYECKUMHU
nposiBieHussMu BKC s oneHkM (yHKIIMOHATBHOTO COCTOSIHHSI BHYTPEHHUX OPraHOB, HATMYMS
MH(EKIMOHHBIX OCIIOKHEHUH M HYTPUTUBHOTO cTaTyca nanuenra [24, 32].

YpoBeHb yOennTeIbHOCTH 10Ka3aTeNbCTB — C, yPOBEHB 10CTOBEPHOCTH 10KA3ATEJILCTB- S,

e PexoMeHayeTcs1 KOMIUIEKCHOE ONPEIeTIEHNE KOHIEHTPAMi aMUHOKHUCIIOT U allJIKAPHUTHHOB
B KpPOBHU METOJIOM TaHIEMHON MacC-CIEKTPOMETPUM, KOMILUIEKCHOE OMPEEICHUE COICPKaHUs
OpraHMYECKHUX KHUCIOT B MOYE MAalHUEeHTaM C KIuHW4YeckuMH mpossieHusmMu BKC ¢ nensio
OMOXMMHYECKOTO TIOITBEPKAEHUS TuartHosa [6,8].

YpoBeHb yOeauTeJIbHOCTH J0KA3aTEJbCTB — C, yPOBEHb JO0CTOBEPHOCTH A0KA3aTEJIbCTB- 5.
KommenTapmii: npu BKC noswviuwiaemcs Konyenmpayus amMuHOKUCIOM JeUYyUuHa, u3oieuyund,
BANUHA 8 KPOBU, A MAKJHCEe COOMHOWIeHUS JIeUYUHU30IeUyut/aianut, 6aiuH/peHunaianun u
Jetyun+u3oneluyut/heHunananun, 6 moue Habadaemcs nosvlieHue KCKpeyuu OpeaHudecKux
KUCAOM - 2-0KCO-U30KANPOHOBOU, 2-2UOPOKCU-UZ0KANPOHOBOU, 2-0KCO-3-MemUi8aiepuaHosol, 2-

OKCO-U308ANIEPUAHOBOU,  2-2UOPOKCU-U308ANEPUAHOBOU U  2-2UOPOKCU-3-MeMmUNBANePUAHOBOL
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Kucnom. Bosmooicnvie konebanus KOHyeHmpayuu AMUHOKUCIONM 8 Nila3me KPo8u npeocmasieHul 8
npunodicernuu 1'6.

* Pexomenayercs npoBenenue aHanuza reHoB BCKDHA, BCKDHB, DBT u DLD Bcem
MaryeHTaM ¢ KIMHUYeCKHMH W Oumoxumudeckumu  nposiieHusMu  BKC ¢ menbro
MOJIEKYJIAPHOT€HETUYECKOI0 MOATBEPKACHUS MarHosa [3, 5, 6].

YpoBeHb yOeAUTEIbHOCTH I0KA3aTeNbLCTB — C, yPOBEHBb I0CTOBEPHOCTH 10KA3aTEJILCTB- 5.
KomMmmenTapmii: neoOxooumo ucciedosanue KOOUPYOWUX U NPULE2AIOWUX UHMPOHHBIX 0Oacmel
eenos BCKDHA, BCKDHB, DBT u DLD memooom macco8o2o napaiieibHo20 CeK8eHUpO8aHus
(ananus sx3oma unu mapeemmuvle navenu). Haubonee wacmo ecmpeuaromca mymayuu 8 2eHe
BCKDHB (~60% 6cex cnyyaes), 803MONMCHO HAYAMb UCCLEO08AHUE C MO0 2€HAd MemoooM
cexgenuposanus no Ceneepy. Mymayuu 6 cene DLD 6edym k ocoboti ¢hopme bonesnu, komopas
paccmampusaemcs Kak Mumoxornopuanvhoe 3abonesanue. Ilpu nooospenuu na BKC, yuumuvigas
DUCK PA38UMUS HCUSHEY2POIHCATOWe20 COCMOSAHUS, JleyeHue cledyem HAYUHAmb 00 BblA6NeHUs
MOJIEKYNIAPHO-2eHeMU4ecKol npudunsl 6one3nu. B cayuae npumenenus memoooe MoneKyasipHo-
2EHEMUYEeCK020 UCCAe008aHUSL NPU NOOMEEPHCOCHUU OUACHO3A HeoOX00UMo 00ciedo8anue
pooumerieli nayueHma Had 2emepo3USOMHOe HOCUMENbCMBO  BbIAGIEHHbIX MYymayutl ¢
ROCIEOVIOWUM UCNONIb30BAHUEM Pe3YIbmamos 00C1ed08anus NpU NposedeHuu npeHamaibHOu

ouaznocmuxu 8 ungopmamusHuvix no bKC cemwvsx [1,3,4,5].

24 HNHcTpYMEHTAJIbHbIE JHATHOCTHYECKHE MCCAEI0BAHUA

® PeKOMeHI[yeTCﬂ IMPOBCACHUC MaFHHTHO—pCBOHaHCHOﬁ TOMOFpaq)I/II/I T'OJIOBHOT'O MO3ra
ManueHTaM € KIIMHUYCCKUMU ITPOSBIICHUAMU BKC (OCO6€HHO B OCTpBII>'I nepuoa v nNpu HaAJIN4IuU

HGBpOJIOFH‘-ICCKOfI CI/IMHTOMaTI/IKI/I) C IICJIBIO BBIABJICHUA ITPHU3HAKOB OTCKA I'OJIOBHOI'O MO3Ta

[12].

YpoBeHb yOeaUTEILHOCTH 10KA3aTeJbCTB — C, ypPOBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB- 4.

Kommenrapmii: Haprxosz no nokazanuam. Y nayuenmos c¢ BKC mocym ommeuamvcsi Kak
oughghysnvie, max u 10KanbHLIE OMEKU MKAHEU 20]I06H020 MO32d. JIoKanbHble OmeKu y nayueHmos
¢ BKC 6 ocnosHom 3ampazusarom 6enoe 8ewecmeo Mo32ceuka, Cmeos mMos2da, Oneonbvlti wap,

séHympenHioo kancyry u maramyc [11,12].
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* PexoMeHnayercsl mpoBezieHHE HeMpocoHOTrpaduu MaueHTaM ¢ KIMHUYECKUMHU MPOSBICHUSIMU

BKC (oco0eHHO B OCTpHBIi MEpHUOJ U NTPH HATMYUNA HEBPOJIOTHYECKON CHMITOMATHKH) C LIEIBIO
BBISIBJICHUS PU3HAKOB OTEKa rOJI0BHOIO Mo3ra [42, 43].

YpoBeHb y0ennuTeabHOCTH 10Ka3aTebCTB — C, YypOBEHb J0CTOBEPHOCTH [10KA3aTeILCTB- 4.
KomMmenTapuii: gvis61a10mes axoepaguueckue npusHaKu omexa 20108H020 mozea: [Jughgysmoe
NOBblULEHUE IXO2EHHOCMU NAPEHXUMbL 20JI08HO20 MO32d, CHUMNCeHUe Ouppepenyuposku 60po30 u
U3BUNUH, WeleBUOHbLE TUKBOPHBIE NPOCPAHCMEA.

e Pexomenayercsi mposeneHue siektpodHnedanorpaduu (331) manmentram ¢ BKC npwm
HaJUYUU HEBPOJOTUYECKOW CHMIITOMATUKH JIJIsi BBISIBJIICHUS SMUJIENTUYECKON aKTUBHOCTU (IIpH
JTUArHOCTUKE U J1ajiee TP HAJIMYUE CYJIOPOKHOTO CUHApoMa) [23, 33].

YpoBeHnb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: 6 mom uucne 331 ¢ 6udeomonumopumneom.
e PexoMenayercsi poBeJcHUE YIbTpa3BykoBoro uccienoanus (Y3UW) opraHoB OpromiHoi
nojoctu nauueHTaM ¢ bBKC 15 BeIsiBIeHUS TOpaxkeHust edenu [32].

Yposenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

» Pexomenayercs orneHka coctosinus nouyek naruentaM ¢ BKC juist BBISIBIEHUS CTPYKTYPHBIX
HapyueHui [32].

YpoBens yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTeabCTB — 5)
* PexomeH0BaHO perynspHoe TMpoBeneHue nsxokapauorpaduu mnamuentam ¢ BKC  mus
CBOEBPEMEHHOM JUArHOCTUKH MAaTOJOTUH cepaia [44].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)

2.5 UHple JTHATHOCTHYECKHE MCCAe10BAHUS

KOHCYJ'IBTaI_II/II/I CIICHUAIMCTOB MOTYT OKa3bIBATHCA IMNMAOUCHTAM Ha PA3HBIX 3TallaX OKa3aHHWAd

M€I[I/IIII/IHCKOI>1 IIOMOIIIH, B TOM YHCJIC B ICPUOJ JUATrHOCTUKHU 3a00/IeBaHus.

* PexoMenaywTest JUisl IMarHOCTUK MalMeHTOB ¢ mnono3peHrneM Ha BKC npumensarts
MYJIbTHIUCIMIUTMHAPHBIA IOJIX0/1 B BUY TOT0, UTO 3a00JI€BAHUS XapaKTEPU3YIOTCs OpakeHUEM
MHOTHX OpPIaHOB M CHUCTEM, TpeOyeT KOMIUIEKCHOW TEepamuH, 4YTO IUKTYET HEeOOXOIMMOCTb
COBMECTHOTO BEJEHMs TMallMeHTa CIeUUAIUCTaMUu pasHbelx mnpodwmiei [1,6, 17]. YpoBeHb
yoenuTeabHocTH pexkoMenaanuii C (ypoBeHb [0CTOBEPHOCTH /0Ka3aTeJbCTB — 5)

KOMMeHTapI/II/II NnoKA3darnvl nepeudHvle U NOBMOPHbIE KOHCYlbmayuu epada-ceHemuKa,
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epavaogpmanvmonoea,  8paia-HesponIOed, - BPAYA-2ACHPOIHMEPONOSA,  BPAYA-OUEMON02d,
8PAYUAIHOOKPUHON02A, B8PAYA-KAPOUON02d, BDPAYA-0emCKO20 Kapouonoad, epava-Hegponoea,
eépawaneouampa, epava-mepanesma/ 8pava obwell npakmuku (cemeunozo epaua),
spavancuxuampa, MeOUYUHCKO20 NCUX0N02d. a makdice epadell Opyeux CneyuaibHocmell

nayuermam, UmMernnuum HapyuleHusl gbymcumi coomeemcmeyromux opeanos u cucmem

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEJUKAMEHTO3HYI0 Tepanum,
AHETOTEePanuIo, 00e300/1UBaHNe, MEAUINHCKUE TOKA3AHUS U
NMPOTUBOINOKA3aHUS K IPMMEHEHUI0 METOI0B JIeYeHU s

Cmpameeuﬂ JleUCHUA 3AKIIoUYaemcs 6 CHUMCEeHUU 06pa306aHu;z MOKCUUYHbBIX Mema60ﬂum06,
npexcoe 8cezo, JNEUYUHA, A MaKdHce U30NeUYUHA U BAIUHA, NPEeOYNpPeHCOeHUU pa3eumus

Kemoab;udom, nopasiCerust HepGHOL? cucmembsvl U 6HYmpeHHuUx opecanos ¢ obecneyenuem npoyeccoes

aHabonU3IMa, HOPMAaIbHO20 POCMA U HYMPUMUBHO20 CIAmMyca 0emell.

3.1 KoncepBaTuBHOE JeUeHHE

3.1.1 O0nme NPUHIUNLI KOHCEPBATHUBHOIO JeYeHU

® PexoMeHI0BaHO MalMEHTaM C KIMHHUYSCKUMH TPOSBICHUSMH, XapakTepHbiMH it BKC
OTPaHUYUTH TOCTYIUICHHE Oenka (B TOM YHCIE J0 TOJy4eHHs TabOopaTOpHBIX Pe3yibTaToB,
MOJITBEPKTAIOIINX 3a00JIEBaHIE): C IEBIO MPEIOTBPAIECHHS Pa3BUTHS METa00INIECKOTO Kpr3a
[1,4,6,10]

YpoBeHb yOeqUTEJIbHOCTH A0Ka3aTeabCTB — C, yPOBEHD 10CTOBEPHOCTH /10KA3aTeJIbCTB- 4.
KoMMeHTapumM: 1nockonbKy pazeumue Memaboauiecko2o Kpusa Modcem npugecmu K
HeoOPaAmMuUMbIM USMEHEHUSIM CO CIOPOHbL HEPBHOU cucmembl, npu nodosperuu Ha BKC credyem
cobpamv buomamepuan 05 NPOGeOeHUs. OUOXUMULECKO20 MECMUPOBAHUS U 3ameM nepesecmu
nayueHma Ha Numauue ¢ HU3KUM cooepicanuem Oeika (MUHUMATbHGIL 0e30NACHbIl YPOBEHb
benxka npeocmasnen 6 npunoxceruu 12) npu smom obecneuums 0OCMAMOYHOE KOIUHECMBO
Kanopuu. /s Ooemetl nep8oco Noay200usl HCUHU NPUMEHAEMCA 2PYOHOe BCKAPMIUBAHUE UNU
BCKAPMIAUBAHUE OEMCKUMU MOJIOYHBIMU CMECAMU C HUSKUM coldepacanuem benxa (1,2 -1,3 2/100
MJL B0CCMAHOBNIEHHO20 NPOOYKMa), 015t Oemetl cmapute 6 Mecsyes — UCKTIOUeHUe 8bICOKODEIKOBbIX
nPoOyKmos (Msco, meopoe, pvloa) uz payuona. buoxumuueckue mecmoi nPOBOOAMCs 6 MmedeHuu

3-7 Ometl, a Monekynapho-eeHemuueckue uccied08anus Mo2ym nompebosams oxkono 2- 3 Heodeinb.
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Ilosmomy, Heobx00umMo umodwvl 6 5mom nepuod pedeHoK HAXOOUICS HA HU3KOOEeNIK08oU oueme

[1,2,8]

® PeKOMeHIIyeTCSI IIOCJIC IOATBEPXKACHUA JUarHo3a BKC Bcem mnamuenTam CTporoe

OrpaHuYeHUE OeNKa HaTypaJbHBIX MHUILEBBIX MPOAYKTOB C IENBI0 CBEACHHS K HEOOXOIMMOMY

MHUHHMMYMY IIOCTYIIJIEHUE B OPraHU3M aMUHOKHUCIIOT JICULIMHA, U30JI€HIIMHA, BaJIMHA.

[1,2,3,5,8,15,24]

YpoBeHb yOeauTEILHOCTH 10KA3aTeJbCTB — C, ypPOBEHb J0CTOBEPHOCTH J0KA3aTEJIbCTB- 4.

KOMMCHTapI/II/I: Ocnosnbie NPpUHYUNsl cneuuaﬂugeupoeaHHoﬁ duemomepanuu GKJlrouarom.

O cmpocoe ocpadHUu4erue benxa HAmypailbHblX NUULEBbIX I’lpanKl’}’IOG C Yyéeiivio ceeoetus K

HeobX00UMOMY MUHUMATLHOMY HOCMYNIEeHUe 6 Op2aHU3SM AMUHOKUCIOM JeUyuHd,
usoneuyuHa, 6anuHa. s  Oemeli nepeoco NONY200Us HCUSHU — O2PAHUYEHUe
Dpacnpocmpansiemcsi Ha MAamepuHcKoe MOA0KO, a0anmuposanuble MONOYHbIE UTU
coegvle cmecu, 015 0emell 6Mopo20 NOY200Usl HCUSHU U Cmapuie — 3anpem Ha 66e0enue
8 Kauecmee NPUKOPMA 6bICOKODENKOBbIX NPOOYKMOE (Msca, pvlbvl, meopoed, Auy,
MOJIOYHBIX NPOOYKMO8, 60008bIX U M.O.);

obszamenvHas  Komnencayus — Oeguyuma  Oeixa 3a  cyem  UCNONb308AHUS
CReyuanu3upoOBaHHbIX cmecell Ha OCHO8e AMUHOKUCIOmM Oe3 JNelyuHd, U30leuyunda,
8ANUHA, COOMBEMCMBYIOWUX BO3PACHBIM HOMPEOHOCMAM pebeHKA 8 OCHOBHBIX
nUUesbIX Bewjecmeax u dsHepeuu. B Hauane neuenus u 6 nepuoo memabonudeckux
Kpu306 6 meuerue 24 — 48 uacos (ne 6onee!) ucnonvzosams moavKo
CReyuanu3upo8anHylo cmecsb amuroxkuciom [15];

obecneueHue 00CMAmMoOYHOU IHEPLeMUYecKoll YeHHOCMU PAYUOHA Ol NOOOEPHCAHUS
npoyeccos aHabonuzmMa u npedomepaeHus Aakmusayuu Kamaoboiusma,

obecneuenue nayueHma 00CmMamoyHbIM KOJUYeCmeoM HCUOKOCTU,

OpOOHbBIe KOpMIIeHUSL Oe3 ONUMETbHBIX NePePbl8os 80 U3beHcanue 20100aHUs, 0COOEHHO
¥y Oemeli 2pyOHO20 U panHe20 803pacma,

obOyuenue pooumenell Npasuiam Op2aHU3AYUU OUEMOMepanuu 6 MeICnPUCMynHbli

nepuoo u 8 nepuoo yepo3vl MemaboIUYecKo20 Kpusd.

e Pexomenayercs o01uii 6eok 1€UeOHOTO pallMoHa B MEXITPUCTYITHBINA EpUO/T MTALEHTaM C

BKC paccuutsiBaTh HCX0s U3 BO3pacTHBIX noTpeOHocTel nanuenTa (I[Ipunoxenue 1'2), a Taxxke

16



C YYETOM TOJIEPAaHTHOCTH IMAIUEHTA K OETKY B 3aBUCUMOCTH OT (hOpMBI 3a00JI€BaHUS U TSHKECTH
ero treuenus [ 1,8]

YpoBeHb yOeauTEILHOCTH 10KA3aTeJbCTB — C, ypOBEHb J0CTOBEPHOCTH J0KA3aTEJIbCTB- 4.
KommenTapuu: o xeoma Oenka HamypanoHelX NpoOYKMO8 HASHAYAEMCs C V4emom
MUHUMATBHOU NOMPEOHOCMU 8 NAMO2eHeMUYeCKU 3HAYUMbIX AMUHOKUCTIOMAX — JieliyuHe, 8aiuHe,
usoneuyune (Ilpunosxcenue I'2) u ¢ yuemom cooepaicanusi 1euyuna 8 HamypaibHvix npooykmax (1
2 HamypanvbHozo 6enka codepocum om 50 0o 80 me neiyuma) u obecneuusaemcs 3a cuem
HU3K0DENIKOBbIX NPOOYKMO8 (08owell, (hpyKmos, Cneyuaiu3upo8aHHulx HU3K0OOEIKOBbIX KPYN U
npooykmos Ha ocHose Kpaxmana). Kosgpguyuenm rounsepcuu netiyuna npeocmasiern 8
npunosxcernuu I'3;

O € yenvio KomneHcayuu oepuyuma OeiKa UCHONb3YIOMCA CReYUATUZUPOBAHHbIE NPOOYKMbL HA
OCHOBe amuHoKuciom 0Oe3 Jleuyuna, usoneuyuHa u eanuna (npunodicenue I3) u Odobasku
OMOENbHBIX AMUHOKUCIOM 8AIUHA U U30NEUYUHA,

Ipumepnsiii cymounvlil Habop NPoOyKmMo8 0/ pebeHKa OOWKOIbHO20 803PACmA NpuedeH 8

Ipunoowcenuu I'3.

e Pexomennyercss no0aBieHHEe U30JEHIIMHA W BajJiHA C TOMOIIBI0 MOHOJ00aBOK
COOTBETCTBYIOIIMX aMUHOKUCIIOT BeceM nanuentam ¢ BKC ¢ nensio BocnonHeHus ux aeduumra
[1,2,15,24].

YpoBeHb y0equTeIbHOCTH A0Ka3aTeabCTB — C, YPOBEHD /I0CTOBEPHOCTH /I0KA3aTEJIbCTB- 5.
Kommenmapuu: Eciu nabnrooaemcs pe3koe CHUMNCeHUue U30Netiyund U 6aIuHa 8 niasme Kposu,
MO MO2YM pA36UBAMbCS OCTIOHCHEHUS 8 BUOE MANHCEN020 IHMEPONAMUUECKO20 AKPOOepMaAmuma
u mezanobaacmuou anemuu. Ilpumepnas 0osa uzoneiyuna u/unu eanuna 30-95 me 6 cymxu (6 0sa

npuema) ¢ yenvto N0OOEPHCaAHUsi UX YposHs 8 cvleopomke Kposu He Hudice 200-400 mxmonv/n

[15,24]

e PexoMeHayercsl Ha3HaueHUe #TuamMuHa™** B neueOHBIX go3upoBkax nanueHTam ¢ BKC npu

THAMUH3aBUCUMOU popme 3a00sieBaHUs B KauyecTBE KOPAKTOPHOU TEparuu C LETbI0 CHIKCHUS

ypoBHs JielininHa B miasme [15,21,24, 38, 39].

YpoBeHb y0eqUTEIBLHOCTH 10Ka3aTeabCTB — C, YPOBEHD /I0CTOBEPHOCTH /I0KA3aTEJIbCTB- 5.
Kommenrapuu: Tepanus exniouaem komounayuro #muamuna™* (003vr om 10 0o 1000 me / 0ens)

c ouemu4ecKkum ocpanudernuem pa3eemeleHHblX AMUHOKUCION. Hauanvuas ooza #muamuna™*
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cocmasnsiem 50-200 me/ cym, komopyio nayuenm noayuaem 6 meyerue 1 mec ¢ oyenxoi BCAA
6 naaszme u/unu moaepaumuocmu Kk ouemuyeckum BCAA. B cnyuae
yygcmeumenbHocmu K #muamuny** e2o npuem ciedyem npoooadxcums Ha (poHe 02paHudeHus: 8

payuone npodykmos, cooepacawux BCAA.[15, 38]

o PexomeHnayercss HazHaueHue #leBOKapHUTHMHA BceM mnamueHtam ¢ BKC mpu orcyrcrBumn
MEIUIIMHCKUX MTPOTUBOINOKA3aHUH C LETbI0 YCUIICHUS CBS3BIBAHUS META00IUTOB aMIUHOKHCIIOT C
pa3BeTBiieHHOM 1ienbio [ 1,4, 8,10].

YpoBeHb yOeauTEILHOCTH 10KA3aTeJbCTB — C, ypOBEHb J0CTOBEPHOCTH J0KA3aTEJIbCTB- S.
KommenTapuu: #1esoxapuumun Haznauaemcs Ha Oaumenbhwviil cpok (3-6 mec.).

Hasnauaiom #neeoxapnumun 0oviuno u3z pacuema S0me/ke/cym (8 2-3 npuema 6 meuenue Cymox)
[1,4, 8,10, 34]. Oonaxko Oanuas 003upoka OblLiA pacCcHumaHa 6 PAHHUX UCCIe008AHUIX C
yuacmuem 02paHudenHo20 YUCaa JeYeHHbIX nayuenmos. B nacmoswee epems wemkux 0annuix 00
onmumanvHol 0ose #iesoxapHumuna y nayuenmos ¢ BKC nem. Yuumvigas npeononazaemoe
He2amusHoe 8030elicmeue pecmpuKmusHol ouemsl, NOMpPeOHOCMb 8 Hi1eoKapHuUmMuHe Modxcem
ovimsb bonee gvicokoul [40].

e PexoMeHayeTcsi Tepamnus OSHIICNITUYECKHX MPUCTYIOB C HHIUBUIYaJbHBIM MOJI00pPOM
MIPOTUBOCYIOPOXKHBIX TpenapaTos nanueHTam ¢ BKC ¢ nenbro koppekiuu cumnromatuk [17].

YpoBeHb yOeanTeIbHOCTH 10Ka3aTeabCTB — C, yPOBEHB 10CTOBEPHOCTH 10KA3ATEJIbCTB- S,

3.1.2 Jleuenue B Nepuoa MeTad00JIHIEeCKOro Kpmus3a

Ilpu yepoze unu 6 cuyyae passumus MemadOIUYECKO20 Kpusa JeyeHue OO0JHCHO
HAYUHAMbCs He3AMeONUMENbHO.

JleuebHvie meponpusmus HANPAaeieHvl HA NpeKpaujeHue 00pa308aHUs U HAKONIEHUS
MOKCUUHBIX OP2AHUYECKUX COeOUHeHUll U BbleedeHue ux u3 opeanuzma. Taxmuxa neyeHus
nayueHmos 6 Nepuod  Kpusa  GKIoYaem — KoppeKkyuio — ouemomepanuu, — 8vleedeHue
HaKANIUBAOWUXCS  OP2AHUYeCKUX  KUCIOm,  KOPPeKyuro  mMemaboniuuecko2o  ayuoosd,
UNEPAMMOHUEMUU U BOOHO-IJIEKMPOJIUMHBIX HAPYUIEHUU, IHEPSeMUYEcKyl0 NO00EpHCKY U

CHUJICEHUA UHMEHCUBHOCMU NPOYECCO8 xamabonuzma.

® PeKOMeH)lyeTCﬂ OKCTPCHHAA IrOCIUTAIN3alrd U HE3AMCIJIMTCIIbHOC ITPOBCICHUC WHTEHCUBHOI

tepanuu nanuentam ¢ BKC npu yrpose wnu B ciryyae pa3BuTths Metabonndeckoro kpusa [1,9].
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YpoBeHb yOeauTeJIbHOCTH J0KA3aTEJbCTB — C, yPOBEHb J10CTOBEPHOCTH A0KA3aTeJNbCTB- 4.
KommenTapuu: Jleuenue memabonuuecko2o Kpuza 00IHCHO HAYUHAMbCA He3aMeONIUmenbHO npu
nosgieHue cumMnmomos. Memabonuueckue Kpu3svl, 6edyujue K KpUMUUECKUM, VePOHCAEMbIM
JHCUBHU COCMOAHUAM, NpU OONe3HU KIeHOB8020 CUPONA XApAKMepusyomcsa 0Cmpo 803HUKAIOUell
sHYeghanonamueti, Cconposo’COaruelicsi cyoopo2amu, NPUCMYNAMU MHO2OKPAMHOU pPEOmul,
NPUHAKamu omexa 20106H020 mos2a. Cocmosnue demetl ObICMpO YXyOulaemcs, N10mMs 00 KOMb.
Mooicem umems mecmo cuno2iukemus, SUNoOHampuemus, NPUHAKYU MemadoaudecKko2o ayuoosa.

IIposoyupyrowumu HebIA2ONPUAMHBIMU aKmopamu, Komopwvie 00YCIO06IUBAIOM pA3eumue y

nayuenmos ¢ BKC memabonuyueckozo kpusa: I npuem benka, 1eluyuna, u3oielyunda u 6a1uHa 8
Koluyecmeae, npesulularoujem

MmoiepannHocnb opcaHusma 001bHO20 pe6em<a,‘

-edoedanue, HU3KAsi ~ KAlOPUUHOCMb — PAYUOHA, I UHMepKyppeHmHule
PECNUPAMOPHbBLE UTU IHCELYOOYHO-KULLEUHbLE UHDEKYUOHHBLE
3abonesanus u opyaue paxmopul, nposoyupyrouue Kamaboausm,

Tsoicecmv  cocmosinusl, 21A6HLIM  00PA30M, 00VCIO6IEHA  BLIPAICEHHBIM MemaboaudecKum

Kemoauudowm, eunOHampueMuezZ, y2p0301/7 omeKka mo3ed.

e Pexomenayercs nanuenToB ¢ BKC B nepuoa Mmerabonmueckoro Kpusa epeBecTy Ha MUTaHUe
UCKJIFOUUTENIEHO CMEChI0O aMUHOKHUCIIOT O€3 setiyuna, eanuna, uzoneuyuna, Ho He d6oyee yem Ha
24-48 yaca c 1eJIbI0 CHUKEHUS YpOBHsI JiernuHa [ 15,24].

YpoBeHb yOeIUTEJIbHOCTH A0Ka3aTeabCTB — C, yPOBEHD 10CTOBEPHOCTH /10KA3aTeJIbCTB- 5.
KommeHTapum: npu nanuuuu cpwvleusanuli, peomvl, OmKaza om eobl — KOpMAeHUe uepe3
Hazo2cacmpanvbHwlil 3010 uau cacmpocmomy. Coonodams pexrcum OpoOHIX U HACMbIX KOPMIEHULL

¢ npomedcymKamu mexcoy KopmaeHusamu 2-3 vaca.

* Pexomenayercs uepe3 24-48 uaca mocie OTMEHBl HaTypajlbHOro Oenka (B TepHOA
Mmetaboanueckoro kpusza) namueHtam ¢ BKC mocreneHHO BBOJMTH HPOIYKTHI, COJEprKalline
HaTypaJbHBIN OEJOK C IEeNbI0 MPEAOTBPAIeHNs KaTaboiu3Ma U 00ecredeHuss He00X0IMMbIMU
HyTpueHTamu [ 15,24].

YpoBeHb yOeqUTEJIbHOCTH A0Ka3aTeabCTB — C, yPOBEHD 10CTOBEPHOCTH /10KA3aTeJIbCTB- 5.
KommenTapuu: oeiku 68oosmces uz paciema % HeobOX00UMO020 CYMOYHO20 00beMa — 8 Nepabill

oenv, %> - na 2-3-u 0env, ¥ - 3-4-i denv, oanee 6 NOIHOM 00veme. UCMOUHUKOM HAMYPATbHO20
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benka Ona  Oemell  NEpevbIX — WeCmMU  MeCcAYe8  JCUSHU  SAGNAemMCcs  MAMEpUHCKoe
MOJIOKO/A0ANMUPOBAHHASL MOJIOYHASL CMECh, O/ 0emell 8Mopo2o NOY200UsL HCUSHU — MAKICE
HU3K00OENKoBble NPOOYKMblL NPUKOpMA, OJisl Oemell cmapuie 200a — HU3KOOEIK08ble HAmypaibHble
npoOyKmul (Kpynol, 080WU, pyKmsl, pacmumeibHble MACIA) U CReYUATUSUPOBAHHBLE NPOOYKMbL
Ha OCHOBE KPAXMAJLO8.

Ilpu nanuuuu cpvleusanuii, peomel, OMKA3A OM e0bl — KOPMIEHUe Yepe3 HA302aCmpPanbHblLl 30HO
unu eacmpocmomy (ycmanoska eacmpocmomut). Cobniooams pedxcum OpOOHBIX U UACMBIX
KOPpMAEHULl ¢ npomedcymxamu medxncoy xopmaenuamu 2-3 uaca. Cymounvlil yposenvb Oeaka —
9K8UBANeHMA O0NJHCeH Oblmb He Hudce 0e30NacH020 YPOBHs, NpU 3MoM obecneuums
8bICOKOKANOpULIHOe numanue (npunodicenue 1'2) ¢ yenvio cHudiceHUs 00pa308aHUs MOKCUUHBIX

Memaboaumos

* Pexomennayercsi no0aBieHNEe WM KOPPEKLHUS T03bl WM30JEHIIMHA W BajlMHA C IOMOIIBIO
MOHOJJ00aBOK COOTBETCTBYIOIIMX AaMHHOKHCIOT BceM mnamueHtam ¢ BKC B mepuon
MeTaboIMYECKOT0 Kpu3a ¢ LeJbl0 MHIMOMpOoBaHUS mepexofa JyednuHa uepe3 ['Ob [15, 24].
YpoBeHb yoeaquTeIbHOCTH 10Ka3aTeJIbCTB — C, ypOBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB- 5.
Kommenmapuu: no uekomopvim OauHuIM, Onaconpusmuvlil d¢hghexm Oaem noodepiicarue
U30NIetYUHA U ATIUHA 8 KPOBU HA 8bICOKOM YPOBHE, YMO CcO30aem KOHKYPEeHYUIo 0l MpaHcnopma
Jevyuna 6 kiemky. Jlosuposxa uzonevyuna u/unu earuna cocmasisem 80—120 me 6 cymku (6 06a

npuema) [24].

e PexomeHnayercst IIpH MOI03PEHUN HA META0OIMUYECKUI KPU3 M OTCYTCTBUU PBOTHI 00€CTICUNTh
BBICOKOKQJIODUIHOE 3HTEpalbHOE IMHUTAHHE 3a CYET MCIIOJIb30BAaHUS PACTBOPOB JEKCTPO3bI,
TITIOKO30TIOIMMEPHBIX PAacTBOPOB (MalbTOACKCTPHH) B JIOTOJIHEHHWE K CMECH Ha OCHOBE
aMUHOKHCIIOT C IIEeJIbI0 IpeaoTBpanieHust karabonusma (mpuioxenue [2) [22,24]. Yposensb
yoenuTeJbHOCTH J0Ka3aTedbcTB — C, ypoBeHb [OCTOBEPHOCTH [10Ka3aTeJbCTB- 5.
KommenTapuu pacuem npouzgooumcs, ucxoos uz karoputinocmu 1 2 yenegooos = 4 kxan, 1 2

Manbmooexcmpuna npupasuusaemcs k 1 e yenesooos [1,2,3]

e PexoMeHn0BaHO: BHYTPUBEHHOE BBEJEHHWE pAcTBOpa JEKCTPO3BI** TOa KOHTpOJEM ee
YPOBHS B KPOBH TPH Pa3BUTHUH META00JIMUECKOTO KPU3a, a TAKKE JIMIMHIOB (GKHPOBBIX IMYIIbCHI
JUIS TIAPEHTEPATLHOTO MUTAaHMsI) U MHCYIHHA U ero aHanoroB (A10A) mpu HEOOXOIUMOCTH, C
[IETTbI0  BOCTIOTHEHUSI DHEPTreTUYECKOTO U TPENOTBPAIICHUS PAa3BUTHUS HEBPOJIOTHUYECKUX

Hapyuenui [1,2,3,22,24,25].
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YpoBeHb yOeauTeJIbHOCTH J0KA3aTEJbCTB — C, yPOBEHb 10CTOBEPHOCTH A0KA3aTEJIbCTB- 5.
Kommentapuu: Brympueennoe e6sedenue 10% pacmeopa Oexcmposuvl™* u3z pacuema
HOB0pOoICcOeHHble u demu 00 3-x nem 10-12me/xe/mun, om 3 0o 10 nem 8-10 me/ke/mun, cmapue
10 nem 5-8 me/ke/mun. C yenvio obecneuwenus 00CmMamoyHol KalopUUHOCMU U NPedomepaueHus
upe3zMepHoOll cUOpamayul U 2emMOOUNIOYUU, BO3ZMOICHO 668e0eHUE TUNUOO08 (HCUPOBblE IMYNbCUL
o181 napenmepanrvHo2o numawnus) 0o 22/ke/cymxu (0,4mn/xe/uac 20% p-pa). Ecau y nayuenma
DA38UBAEMCS 3HAYUMENbHAS 2UnepeiuKemMus (Hanpumep, Ypo8eHsb 2oKo3bl 8 Kposu bonvuie 250
Me/On) ¢ enoKo3ypuel U UMermcs NPUSHAKU MemabdoIuyeckol 0eKOMNeHcayuu, mo ciedyem
paccmompems 803MOHCHOCHb HAYANA UHPYZUUHUHCYIUHA PACMBOPUMO20 (4e108eYeCK020 2eHHO-
uHdcenepno2o)**)  emecmo cuudicenusi ckopocmu un@ysuu O0excmposvl**,  cnocobcmeys
anaboauyeckomy cocmoanuio. Hauanvnas 003a 0na un@ysuu Humcyiuna pacmeopumozo
(wenoseyeckoco eenHo-undceneproo)** cocmaensem 0,01 ME/ke/mun. Yposenv #Huncynuna
pacmeopumoz0  (4eno8eyecko20  2eHHO-UHICeHepHo20)™ ™  cnedyem  mumposams, yYmooOwvl
HO00EPIUCUBAMD YPOBEHD 2NI0K03bL 8 Kposu medicoy 100 u 150 me/on.

o Pexomenayercs HazHauaTh #oHOaHCceTpoH™** mpu metabonnyeckom Kpu3e Ha ¢pone BKC mo
[IOKA3aHUSAM C LIEJIbI0 YCTPAHEHUS MOBTOPHBIX IPUCTYNOB pBOTHI [1, &, 10, 17].

YpoBeHb y0eUTEeIBbHOCTH 10Ka3aTeJbCcTB — C, ypPOBeHb I0CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
KommenTapuu: ondancempon™* nasnauaemcs 6 cymounoii 0oze 0,1-0,2 me/ke demsam panne2o
sospacma, 2 me — oemsam 8 gospacme 2-7 nem, 4 me — oemsm 6 so3pacme §-12 nem (00HOKpamHo).
IIpenapam mooicem 6800UMbCS 6HYMPUBEHHO, 8 C8eHax per rectum, 6 madiemKax uiu 6 uoe
cupona per os.

o PexomeHnayercs KOppeKiusi METaOOIMYECKOTO all03a P METa00INYECKOM KpHU3e Ha oHe
BKC nyrem BHYTpUBEHHOTO BBEAECHMSI 1IEIOYHBIX pacTBopos [1,10, 45].

YpoBeHb y0eaIUuTEeIBbHOCTH 10Ka3aTebeTB — C, ypOBeHb I0CTOBEPHOCTH J0KA3aTeJbCTB- 5.
KommenTapumu: o0ns xoppexkyuu memadoauueckoco Kemoayuoosa Ucnob3ylomcs pacmeopbl
Hampus euopoxapbonama™* . Hampus cuopoxkapboonam™** npumensemcs 6 suoe 8,4% u 4,2%
pacmeopa 011 yooocmea nepepacuema Ha mmoav NaHCO. Eeo 0osuposka (Mmonnw)
onpeodensiemcss no gopmyne: (-BE) x macca mena (xe) X 0,3. Kpome moeco, nayuenmam
DPEKOMeHOYemcs WeslouHoe numove — pacmeop coobl u3 pacuema -1 uaunas nosxcka na 200 ma
800bl, UjeI0UHble MUHEPATbHbIE BOObI.

B 3asucumocmu om msacecmu cocmosanus Kaxcovie 6-12 yacoe koumpoauposams noxkazamenu

KUCJIOMHO-OCHOBHO2CO COCMOAHUA KPOBU, YPOBHA HAMPUS U KATUA 6 KPOBU.

21



B cmyuae  Odexommencuposeannoeo  memabonuyeckoeo — ayuoosza, He  NO00ArUe2ocs
MEOUKAMEHMO3HOU — mepanuu, NpoGOOAMCs  Memoobl  IKCMPAKOPNOPAILHOU — KOPPeKyuu
eomeocmasa  (Hanpumep, 2emMOOUAIU3, NEPUMOHEANIbHLIN  OUAIU3, 2eMoOUaApUIbMpayus

npooneHHas (6eno-eenosnas) )[45, 46, 47, 48].

o Pexomenayerca nauuentam ¢ BKC pomnosiHuTenbHas MeAUMKaMEHTO3Hasl KOPPEKLUS IMPU
ypOBHE aMMHaka B KpoBHU Bbilie 200 MKMOJIB/JT C LENIbIO BBIBEICHHS M30BITOYHOTO KOJUYECTBA
JTaHHOTO MeTabouTa [9].

YpoBeHb yOeauTeJIbHOCTH J0KA3aTEJbCTB — C, yPOBEHb J0CTOBEPHOCTH A0KA3aTEJIbCTB- 5.
KommenTtapuu: /lpu yposrne ammonus 6 kposu gviute 200 MKMOIb/1 HAZHAYAIOMCA NPEenapamsl
cnocobcmesyrouue 8bl8e0eHUI0 AMMOHUS, Hanpumep Denzoam Hampusi (OUonI0cUYecKU aKmueHas
dobaska) u3 pacuema 250me/ke/cym (maxcumanvuo 0o S500me/xe/cym, eciu macca mena
npesviuaem 20 k2 00 5,52/m*/cym). B 3asucumocmu om msasicecmu cocmosHus Kajcovie 6-12

4acoe KOHmpoJaupoeanib Yypo6E€Hb AMMUAKA 6 KPOBU.

3.2 Xupypruueckoe jJedeHmue

e Pexomenayercss mpu HHU3KOH >PPEKTHBHOCTH MPOBOJUMOIO KOHCEPBATUBHOTO JICUCHUS
nanuentam ¢ BKC paccMoTperh BO3MOXKHOCTH TPAHCIUIAHTAIIMM TI€YEHU TIO0 IKU3HEHHBIM
rokazanusmM [8, 27].

YpoBeHb yOeqUTEJIbHOCTH A0Ka3aTeabCTB — C, yPOBEHD 10CTOBEPHOCTH /10KA3aTeJIbCTB- 4.
Kommenrtapuii: 5KC omnocumcs k nacneocmeeHnviM OONe3HAM 0OMeHa eujecms, Komopule
MOJICHO — KOpPEeKmupogamev  Mpancniaumayuei  nevenu.  Ipancniawmayusi — neuemu,
npedomepawjaem KamacmpoghuuecKue nospeicoenus mos2ed, Komopwvle Mo2ym 603HUKHYMb 60
epems  MemaOonUUecKol  UHMOKCUKAYUU, U  OCMAHABIUBAEm  NpPOSPecCuposanue
HeUpOKOSHUMUBHbIX HAPYUWIEHUl, HO He KOppeKmupyem pamnee Cyujecmeosasuiue KOCHUMUGHble
Hapywenus [8]. Pucku xupypauueckozo emeuwiamenscmea U nooagieHus UMMYHUmema He
OMIUYANUC, OM  MAKOBbIX Ol Opy2ux Neouampuyeckux NayueHmos, nepeHecuiux
mpancnaaumayuro [27]. /s nayuenmos, ycnewino nepeHecuiux mpaHchAaHMAyulo neyeHu,
DPEKOMEHOYemcs pacuupums ouemy u 00ecneyums noMoub 8 nepexooe Ha paculupenHyo ouemy

€ MOHUMOPUPOBAHUEM AHMPONOMEMPUUECKUX noxazameneu u Hympumugnoz2o cmamyca [1,3].
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3.3 UuHoe Jeuenune

e PexomeHayeTcst pacCCMOTPETh IPOBE/ICHHE IEPUTOHEATHBHOTO JHAIN3a MK TeMOIUaIIH3a IPU
OTCYTCTBHUHU OBICTPOH TOJIOKHUTEIBHOW PEaKUMH Ha MHTCHCHBHYIO TEpAIUIO, COXPAaHSIOLIEMCS
KETOalUI03€¢ M TUIepaMMOHUEMHH Tpu MetabonmueckoMm kpuse Ha (one BKC, mis Gomee

3¢ (GEKTUBHOTO BBIBEJICHHUS TOKCUYHBIX META0OIUTOB [4].

YPOBeHL yﬁe}lHTeJILHOCTI/I A0Ka3aTeJIbCTB — C, YpPoB€Hb JOCTOBEPHOCTHU 10Ka3aTC/ILCTB- 5.

3.4 I11anoBoe onnepaTuBHOE BMEIIATEJILCTBO, AHECTE3HS.

e Pexkomenayercss nanueHtam ¢ BKC mepen mpoBeneHneM onepaTMBHOTO BMELIATENbCTBA,
aHEeCTe3WH, KOHTPOJIb IOKa3zareneil oOmero (KIMHWUYECKOTro) aHali3a KPOBH, HCCIEIOBAHUS
KHCJIOTHO-OCHOBHOT'O COCTOSIHUSI W Ta30B KPOBH C IICJIBI0 HMCKIIOUCHHUS METaOOIMYEeCKOM
JieKoMIeHcanuu [25]

YpoBeHb y0eauTeIbHOCTH 10Ka3aTeNbCTB — C, yPOBeHb I0CTOBEPHOCTH 10KA3aTEJILCTB- 5.

e Pexomenayercsi manueHtaM ¢ BKC Bo BpemMss MOArOTOBKHM K XHPYPrHUECKUM
BMEIIATEILCTBAM, TPOBEIACHHS AHECTE3MOJIOTHYCCKHX MOCOOW M B JIPYrHMX Cilyd4asx, KOrjaa
TpeOyeTcs yAJTUHUTH TEPUOJ TOJOJIaHUs HUCIOIb30BaTh BHYTPHUBEHHOE BBEICHHE DPACTBOPOB
JEKCTPO3bI**C 1eJIbI0 MPEAOTBPAIEHUS PA3BUTHSI META00JINYECKOT0 Kpr3a [25]

YpoBeHb y0eauTeJIBbHOCTH 10Ka3aTebeTB — C, ypOBeHb I0CTOBEPHOCTH 0KA3aTeJbCTB- 5.
KommenTapwmii: ungysuonnas mepanus 6 ciyuasnx, mpebdyrowux yoauHeHue nepuooa 20100aHUs,
pacmeopuvl 0eKcmpo3vl ** 6goosmces uz pacuema Ho80poxcoenHvle u oemu 0o 3-x 1em 10-

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

4. MeauuuHCKas peadMIUTALNS U CAHATOPHO-KYPOPTHOE JieYeHne,
MeIUIUHCKNUE MOKA3AHUA U POTHBONOKA3AHUS K PUMEHEHUI0 METO10B
peaduIUTAIIMM, B TOM YHCJIe OCHOBAHHBIX HA MCIO0JIb30BAHUM MPUPOIHBIX
JeyeOHbIX GaKTOpPOB

* Pexomenayercsa mnaunuentam c¢ bBKC mpoBenenue peaOUIUTAIIMOHHBIX MEPOINPUSATHH,
HAIIpaBJICHHBIX HAa COLMAIBHYIO AaJalTalliio, NOAAEpPKAHUE W pPa3BUTHE KOTHUTHBHBIX H

MHTEIJUIEKTYaJIbHBIX QyHKIMA [35].
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YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

o Pexomenayercsi manuentam ¢ bBKC mpoBeieHne NCUXOIOTUYECKON TOAICPKKA U 00ydeHUS
poaMTenel MpaBWiiaM OpraHU3AIMK MOMOIIN M AUETOTEPANiid B MEKIIPUCTYIHBIA MEPUO U B
IIEpHOJ] YTpO3bl METa00IMUECKOro Kpusa [36].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 4)

5. IIpodpunakTuka u AUCNIAHCEPHOE HADIIIeHN e, MeAUIUHCKUE TIOKA3aHUS U

NMPOTHUBOINOKaA3aHUA K IPUMCHCHUIO METO/10B HpO(l)I/IJIaKTI/IKI/I

5.1. llpopuaakTuka

Heonamanvnoui ckpunune 6 Poccutickoii @edepayuu nposooumcs 6 e.Mockea u lIpumopckom

Kpae.

e PexoMeHayeTCsl KOHCYJbTAallUsl Bpada-reHETHKAa CEMbSM II0CJIE€ YCTAHOBJIEHUS AMArHos3a
nanuentaM ¢ BKC ¢ nenbio pa3bsicHEeHUH MeHEeTHYECKOro pHcKa, 0OCYXKJIEHHUS BO3MOKHOCTEH
IpeHaTaJbHON U MPEeUMIUTaHTAlIMOHHOM TuarHoctuku [17].

YpoBeHnb yoenuresbHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

e Pexomenayercsi o0CcieI0BaHHE POIUTENCH MAIMEHTA C IIEJIbIO BBISBJICHHS T€TEPO3ZUTOTHOTO
HOCUTEIBCTBA PAHEE BBIABICHHBIX MYTAlMM C MOCIEIYIOUIUM HCIOIb30BAHUEM pPE3YJIbTAaTOB
oOcneoBaHUs TPU TPOBEACHUHM TMPEHATATHHOM JUATHOCTUKH U  IPEUMIUTAHTAIIMOHHOU
nuaraoctuku [17].

YpoBenb yoeaureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapmii: [enemuueckuii puck nosmopnoco poxcoenuss pedenka ¢ BKC 6 cemve

cocmasgisiem 25%.

e Pexomenayercsi nposenenue obcnenoBanust Ha BKC gersim mo0oro Bo3pacTta U3 cemei,
MMEIOIIUX MAIMEHTOB C IaHHBIM 3200JIeBaHNEM (B MEPBYIO O4Yepelb, OpaThsl U CECTPHI MAIUEHTA)
¢ nenbto uckimouenust bKC [17].

YpoBeHb yOeanTeJIbHOCTH 10Ka3aTeJbCTB — C, yPOBEHB 10CTOBEPHOCTH 10KA3ATEJILCTB- 5.
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o Pexomenayercss ¢ 1enbl0  NpOQUIAKTUKM  Pa3BUTUS ~ METaOOJIIMYECKMX  KpU30B
nHbOpMHUpOBaHUE poauTenel (MM 3aKOHHBIX mpencraButeneil) mauuenta ¢ BKC o xapakrepe
3a00JeBaHus, MPOBOLMPYIOMMX (aKTOpax ¢ NPEABECTHUKAX KpH3a, BO3MOXKHBIX €ro

nocneacTusix [17].

YpoBenn yoenureabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5)

e Pexomenayercsi manueHtaM ¢ BKC mpoBoauTh NPOPMIAKTHYECKYIO BaKIMHAIUIO II0
HAIMOHAJILHOMY KaJIeHAAapIO MPUBHUBOK, BKJIIOYAsl BAKIMHAIIMIO MIPOTUB IPUIINIAa U POTaBHPYCa, C
COOJIFOJICHUEM Mep MpPelOCTOPOKHOCTH, B TOM 4HciIe, Ha (JOHE CTPOroro BBITOJHEHHS
TMETUYECKUX U JIeYeOHBIX Ha3HAYCHHH C LEIbI0 ()OPMUPOBAHNS MMMYHHOM 3aIIMTHI OpPraHU3Ma
OT MH(EKIHIA U PeIOTBPAIECHHS pa3BUTHs MeTabonnyeckux Kkpu3os [30].

YpoBensb yoenureabHocTH pekomMenganmnii C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeJbCTB — 5)
KomMmeHTapum: sakyunayuio yenecooopazno npogooums CReyuanucmamu, Umerowumy onsvim
pabomsl ¢ nayueHmamu ¢ MemaboruyecKumMu OONe3HAMU, UAU MO0 UX Koumponem. B
HOCMBAKYUHATILHOM Nepuooe ciedyem NPUCmaibHO HAOI00amy 3a NPUSUMbIMU C NOSMOPHLIM
usmMepeHuem memnepamypvl mead, 4mo HeoOX00umMo OJisl He3aMeONUMeNbHO20 HASHAYEHUs]
JHCapOnoHUdCaoOwel mepanuy npu ouazHocmuposanuu auxopaoxku >38,0°C, (napayemamon™*

unu, ubynpoghen**).

5.2 Jlucnancepnoe naonwoenue

*  Pexomenayercss mpoBefeHHEe o0O0mero (KJIMHMYECKOTO) aHaiu3a KPOBH pPa3BEPHYTOTO
(reMOr1I00MH, KOJUYECTBO DJPUTPOIMTOB, IBETOBOW IMOKAa3aTelb, KOJMYECTBO JICHKOIIUTOB,
TPOMOOILIMTOB, JIEWKOLUTapHas (popMyia U CKOPOCTh OcelaHusl IpUTpoLuToB) nanueHTam ¢ bKC
JUTSl OLIEHKH OCHOBHBIX MapaMEeTPOB KPOBETBOPEHUS M HATMYMS BOCIAIUTEIBHBIX MPOIECCOB [3,
24].
YpoBeHb yOeaUTEeILHOCTH 10KA3aTeJbCTB — C, ypOBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB- S.
KommenrTapuu: Kpamnocmos npogedenus ananuzos onpeoensiemcsi COCMOsiHueM pebeHKa.
Obviuno oannvle uccnedosanus nayuenmam ¢ BKC nposoosmcs ¢ wacmomou: kadxcovie 6
Mecayes nayuenmam 00 6 iem, kaxcovle 6-12 mecsayes nayuenmam cmapute 6 iem. Ho 6 nepuoo

UHGeKYUOHHbIX 3a001e8aHUl, NPU Y2pOo3e MemadoaUuuecKko2o Kpuza — ne pexce 1 pasza 6
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7-10 owneil.

* PexkomeHnayercs mpoBeeHHE 00IIEro (KIMHNYECKOro) ananu3a Moun namuentam ¢ bBKC mst
OIIEHKHU COCTOSIHHSI MOYEBBIBOASAIIMX NyTeH U novek [24, 31].

YpoBeHb yOenuTeJIbHOCTH J0KA3aTEJbCTB — C, yPOBEHDb 10CTOBEPHOCTH 10KAa3aTEJIbCTB- 5.
KommenTapuu: Kpamuocms npogeoenus aumanu3o8 onpeoensiemcs CcocmosiHuem pebeHKda.
Obviuno oannvie ucciedosanus nayuenmam ¢ BKC nposoosmces ¢ uyacmomoii: kaxicovie 6 mecsyes
nayuenmam 0o 6 nem, Kadxcovle 6-12 mecayes nayuenmam cmapwe 6 nem. Ho 6 nepuoo
UHGEeKYUOHHBIX 3a00e8aHUll, NPU YePO3e MemaboIuuecKkoeo Kpusa — He pedice 1 pasa 6

7-10 oneii.

* Pexkomenayercss mnpoBeneHHE OMOXMMHUYECKOTO aHAlM3a KPOBH OOIIETEParnieBTHUECKOTO
(rmroko3a, oOumii Oenmok, OenkoBble (pakuuu (MCcIeIOBaHUE YpPOBHS albOyMHHA B KPOBH,
ompesieliecHue allbOYMUH/TIIO0OYTMHOBOTO COOTHOIICHHUS B KPOBH), OOINMN, CBSI3aHHBIA U
CBOOOJHBI OUTUPYOMH  XOJECTCPUH, TPHUTIHUICPUIBI, JIATIONPOTSHIbBI HHU3KOH M BBICOKOU
IUIOTHOCTA  (MCCJIEIOBAaHUE YPOBHS JIMIIONPOTEMHOB B KpOBHW), IenouyHas Qocdarasa,
raMMariyTaMIIITpaHCIeNTHa3a, KPeaTHHUH, MOYEBHMHA, ajaHMHaAMHHOTpaHcdepasa (AJIT),
acnaptatramuHoTpanchepaza (ACT), kanpuii OONMH W HOHU3UPOBAHHBIA, HATPHM, KaJIH,
Heopranuueckud ¢docdop, xkenezo u ¢epputud, C-Pb) manmentam ¢ BKC nmns ouenku
(YHKITMOHATTLHOTO COCTOSIHUSI BHYTPEHHUX OPTaHOB, HATWYUS WH(EKIIMOHHBIX OCIOKHEHUN W
HYTPUTHUBHOIO CTaTyca nauuenra [24, 32].

YpoBeHb y0eTUTEIBLHOCTH A0Ka3aTeabCTB — C, YPOBEHD IOCTOBEPHOCTH JI0KA3aTEJIbLCTB- 5.
KommenTapuu: Kpamnocmbv npogedenusi amanuzo8 onpeoensiemcs COCMOosHUeM peOeHKd.
Obviuno oannvie uccnedosanus nayuenmam ¢ BKC nposoosmces ¢ uacmomoii: kasxicovie 6 mecsyes
nayuenmam 0o 6 nem, Kaxcovle 6-12 mecayes nayuenmam cmapuie 6 nem. Ho 6 nepuoo

UHGeKYUOHHBIX 3a0071e6aHUL, NPU Yepo3e Memaboiuiecko2o kpusa — He pedce 1 paza 6 7-10 ouet.

* Pexomenagyercss BceM DanUeHTaM C YyCTaHOBIEHHBIM auarHo3oM BKC wuccnenoBanue
KHCIIOTHO-OCHOBHOT'O COCTOSTHUS U Ta30B KPOBH (MCCIIEJOBaHUE YPOBHS BOJOPOIHBIX HOHOB (pH)
KpPOBH, UCCJIEJJOBaHHE YPOBHs Oy(epHBIX BEUIECTB B KPOBH), YPOBHS IIIOKO3bI B KPOBHU, YPOBHS
HaTpUsi B KPOBH, MOJOYHOW KHCIOTHI (JIaKTaTa) B KPOBU, KETOHOBBIX TE€J B MOYE JKCIIpEcC-
METOJIOM C IIEeJIbI0 JUArHOCTUKH METa0O0IMYECKUX HAPYHIEHUM WX KOPPEKLUHUH U ONpeesIeHus

TaKTUKU JanbHenero seaenus [3,6,8].
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YpoBenb yoeaurenabHocTH pekoMenaanuid C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
Kommenrapuii: Kpamnocms nposedenus ananuzo8 onpeoensemcsi COCMosHueM nayueHma (8
cpeoHeM — edceMeCsauHO), HO 8 Nepuod UHMEKYUOHHLIX 3a00Ne6anuli, npu yepose

MemaboauecKko2o Kpusza — eiceOHesHo 00 cmabuiuzayuu nokazamereu

*  PexomeHnayercsi perylisipHbIii KOHTPOJIb YPOBHS aMUHOKHUCIIOT U UX METa0OJIUTOB B KPOBU
(KommiekcHoe ompesenieHne KOHILIEHTpAalMd Ha aMUHOKHUCIIOTHI M AlWJIKAPHUTUHBI B KPOBH,
KomMmruiekcHoe ormpeneieHre KOHIICHTpPAIlMK Ha aMUHOKHCIOTHl U AlMJIKAPHUTHHBI B KPOBU
METOZIOM TaHJIEMHOH MaccC-CIEKTPOMETPHH) C LEJbI0 KOppeKiuu Tepanuu [3,6,8,9]. YpoBeHb
yoenuTeabHocTH pexkoMenaanuii C (YpoBeHb /JA0CTOBEPHOCTH [0Ka3aTeJbCTB — 4)
Kommenrapuu: Kpamuocms nposedenus ananuzos onpeoeisiemcsi cocmosiHuem pebeHka (8
cpeonem — 1 paz 6 3 mec), HO 6 nepuod uHeKyuoHHvIX 3a001e6aHull, NpU Yyepose
Memaboauuecko2o Kpusa — He pedice I paza 6 7-10 Oneil.

Vposnu amunoxuciom 0o0nx#CHbl Oblmb NPUOIUNCEHBI K pehepeHCHbIM 603PACTHbIM
sHauenusm. Cooepocanue JneuyuHa, U30NeUYUHA U BAJUHA 8 KPOBU PEKOMEHOYemcsl
nO00epIHCUBAMsb HA YPOBHE, CNecKad NpesbluaruiemM Hopmantbhvle napamempol. OnmumanbHuIM
cuumaemcs yposeHu netiyuna 75-200 mxmonv/n (v demeti 0o 5 nem) u 75-300 mxmons/n (v Oemeii
cmapuie 5 niem), npu 6vigedeHuu pedenKa U3 MemadonuuecKkoeo Kpu3a YKA3aHHbGIU YPOGeHb
JeUYUHA CRyHCUm noKasaumuem OJisl HA4ala 66edeHus HamypaibHoeo Oenxa. OnmumanvHulil
ypogens eanuna u uzonetiyuna om 200 oo 400 mxmonv/n [15,24].

C60000HbII  L-kapHumun 6  Kpogu  cledyem  NOO0OepHCU8AmMb  HA  YPOBHe,
coomeemcmayrouem eepxueu eparnuye Hopmol. 40-60 mxmonv/n. Tenoenyus k cuudcenuro pH
Kpo8u, oeuyumy OCHOBAHUU, YMEHbUIEHUE COOEPHCAHUSL CB0O0OHO20 KAPHUMUHA, 2NIOKO3b,
Hapacmauue YpoeHs JNetuyuHd, U30JeUYUuHd, 6alUHA U COOMHOWIeHUs NeUYUH/ananun (uiu
JNeUyun/muposut), yeeiuueHue Mo4esol IKCKpeyuu Memadoaumos KemoKUuciom Cryicam

npe()eecmuukamu paseumust Kemoaqu()omuuecmeo Kpusa.

° PeKOMeHIlyeTCH peryanHLIﬁ KOHTPOJIb 3KCKPCHOHUUNU KETOKHUCIIOT C pa3BeTBJ’IeHHOﬁ OCIbO C

Mouoii (KoMrekcHoe onpeenenre coiep:kaHust OpraHMueckux KUciaoT B Moue) [6,8].
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YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10Ka3aTeJdbCTB — 5)
Kommentapun: Kpamnocmv nposedenus ananuzos onpeoensemcs cocmosHueMm pebenka (8

cpeonem — 1 pas 6 200)

Esicecoono nayuenmot 0onsicHbl npoxooums yeuyonennoe 00ciedo8auie 8 yCiosusx CmayuoHapa
(OnumenvHocmv  cocnumanuzayuu He Menee 10 cymok), e0e maxdce OCYyuecmeisiomes

Heobxo0umble peaduIUmayuoOHHble MepoOnPUIMUsL.

*  Pexomenayercs mnposeneHue aekTpodHnedanorpadun (33I) mammentam ¢ BKC npu
HaJIM4Ynun HeBpOHOFH‘ICCKOﬁ CUMIITOMATUKU JI51 BBISIBIICHUA SIMMIIENITHYECKON aKTUBHOCTHU [23,
33].

YpoBeHnb yoenuresnbHocTH pekomenanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

KommenTapun: ¢ mom uucne 331" ¢ éudeomonumopunzom. Ilpu omcymemeuu npucmynos-me

peoaice 1 pasa e 20@, npu Hajaiuduu snujiennmudyecKux npucmynoe- no NOKA3aHUusM.

* Pexomenayercs mpoBeieHUE YIbTpasBykoBoro uccienoBanus (Y3U) opranoB OproirHoi
nosioctu nanmentam ¢ BKC st BbIsSiBNIeHUS MaTooruu nevyenu [32].

YpoBensb yoenureabHocTH pekomMengannii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5)
KommenTapuu: Kpamuocmos npu omcymemeuu usmeHenuti-ne pesice 1 pasa @ 200, npu Haiuduu

namoJiocuu ne4eHu- no NOKA3AHUAM.

* Pexomenpayercs nposenenue odpraapmockonuu nanrenTam ¢ BKC ¢ 11enpio cBoeBpeMEHHOT O
oOHapyxeHHs oTanbMoJIornueckon natojaoruu [15].

Yposens yoenuteabHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 5)

Kommentapumn: Kpamunocme npu omcymcemeuu usmeneHuii-He pexce 1 pasza 6 200, npu Haiuduu

namoJiocuu — no NOKA3aHUAM.

* Pexomenayercss maunumentam ¢ BKC mnpoBeneHue KOppeKuuMH Je4yeOHOrO NHUTAaHUS U
CUMITOMAaTUYECKON TEPAIUH C LIENbI0 UCKITIOYEHHS OEIKOBO-IHEPreTHUYECKON HET0CTaTOYHOCTH
[24].

Yposens yoenuteabHocTu pekoMenaanui C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 5)
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KommenTapuu: Koppexyuro ouemomepanuu npo8oosam epadu-2eHemuKy Ui epaiu-ouemosno2u
c uacmomo 1 p/mec na 1 200y scusznu, oanee 1 p/3 mec u no noxazaunusm 0o 3 rem; 1 p 6 mec
nocne 3 n1em

Koumpons axmuueckoco numanusi (Xumuueckozo cocmasa payuoHa) 01s npeoynpercoeHusl
pazeumus  OepUYUMHBIX COCMOSAHULL NPOBOOSIM y Oemell 8 DeaHUMAYUOHHOM Nnepuooe —
edlceOHesHo, Yy demell nepeo2o 200a Jxncuzhu — He pedice 1 paza 6 7-10 Owell, y nayuenmog cmapuie
1 200a— 1 pa3 6 1-3 mecaya.

CHudicenue ypogus cemo2niobuna, sxceneza, ooue2o benxa, arbOyMuHa u AMUHOKUCIOM YKA3bléaem

HA HeOOCMAamo4HOCMb HYMPUMUBHOU NOOOEPIHCKU.

e Pexomenayrorces st HAOIIOACHUS MTALIMEHTOB C YCTaHOBJIEHHBIM AuarHo3oM BKC npumeHsaTh
MYJIbTHIUCIMITTIMHAPHBIN OIX0/1 B BUY TOT0, UTO 3a00JI€BAHUS XapaKTEPU3YIOTCs OpaKEHUEM
MHOTMX OpPraHOB M CHUCTeM, TpeOyeT KOMIUIEKCHOW TepamuH, YTO AUKTYET HEOOXOJUMOCTb

COBMECTHOT'O BEICHUS TMallMeHTa CIIelUaIlNCcTaMy pa3HbIX nmpoduiei [17].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB — 5)
KomMmeHTapum: nokazanvl nepsuunvie U HOBMOPHbIE KOHCYIbMAYUU 8paAda-2eHemuKd,
epavaogpmanvmonoea, 6paia-Hegponoaa, 8PAYA-2ACMPOIHMEPONO2d,  BPAYA-OUEMO02d,
8PAYAIHOOKPUHON02A, B8DPAYA-KAPOUON02d, BPAUA-0emCKO20 Kapouonoza, epava-Hegponoeaa,
spavaneouampa, 6paia-mepaneema/ épay  obweu npakmuku (cemelHvlli  6pau), epaua-
RCUXUAMpPa, MeOUYUHCKO20 NCUXON02A. A MAKN’CE 8padeli Opyeux CneyuaibHOCmel NayueHmam ¢

BbKC, umerowum napywenus ghynkyuti coomeemcmesyiowux opeanos u cucmem

* Pexomenayercst oOydyeHue poauTesell MpaBUiIaM OpraHU3allMy TEPANUU B MEXIPUCTYIHBIHN
NIEPUOJT U B IEPUOJ YTPO3bl MeTaboarueckoro kpusa nanueHToB ¢ BKC ¢ nensio npenoTBpanieHus
pa3BUTHS TOBTOPHBIX META0OINYECKUX KpU30B [17].

YpoBens yoenurteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJIbCTB — 5)
KommenTapuu: V pooumeneii pebenxa 6cecoa O00adcHa Obimb NAMAMKA C YKA3AHUEM
HeOMIIONCHBIX MePONPUAMULL 8 NepUOO HaduHarowe2ocs memabonuveckozo kpusa (Ilpunoscenue

B).
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6. Opranusanus oka3aHusi MeIUIMHCKON MOMOIIH

6.1 Iloka3zanus JUIA TOCIIUTAJIN3AINHA B METHIMHCKYIO OPraHHU3aLHI0

Hokaszanus 0ns nianosou cocnumanu3ayuu 6 Me()uuuﬁcm/;o opcaHu3ayuro.

1. mpoBeJcHHE IUATHOCTHUKH U JICYCHUS, TPEOYIOIIIE MPOAODKUTEILHOTO (JIHEBHOE HITU
KpYTI0CYTOYHOE PEOBIBAHKE) MEIUIIMHCKOTO HAOIIOICHUS U MOHUTOPUHTA
KIIMHUKOJ1a00paTOPHBIX MTOKa3aTeNeH;

2. HEoOXOIMMOCTH MPOBEICHHS PA3TUYHBIX BUIOB SKCIIEPTU3 WIH 00CTIEIOBaHNUS B
MEJIUIUHCKOW OPTaHU3aIlK TPH HEBO3MOXHOCTH TIPOBEICHUS UX B aMOYJIaTOPHBIX
YCIIOBHSIX (B TOM YHCIIe OOPMIICHHE 3aKIIOYCHUS (eIepabHOTO
KOHCHJIMYMa/BpaueOHOM KOMUCCUHN).

Ilokazanus 01 IKCMPEHHOU 20CRUMATIUZAYUU 8 MEOUWUHCKYIO OP2AHU3AUUIO:

1. ocTpble yrpoKaromiue Juisi KU3HW W Pa3BUTHS OCJIOKHEHUH COCTOSHUS, B TOM YHUCIIC
MeTabOIMUECKUN KpU3, TPEOYIOIIHE HEOTIOKHOTO JICUCHUS, B TOM YHCJIC WHTEHCUBHOM
TEpanuh, a TaKXKe KpPYrJIOCYTOYHOTO MEIUIIMHCKOTO HAOMIOJACHUU W TPOBEACHUS

CIICOHUAaJIbHBIX BUAOB O6CJ'I€,Z[OBaHI/I$I H JICUYCHMUS.

6.2 Iloka3zaHus K BbINHCKE MAIIMEHTA W3 MEeIMIIMHCKOIi OpraHu3aimun

1. oTCyTCTBHE yrpo3bl ISl ’KU3HU MAIMEHTA U YTPO3bl Pa3BUTUS OCIOXKHEHHUH, TPEOYIOINX
HEOTIIOKHOTO JISYSHHUSI TIPH 3aBEPILICHUE TUATHOCTUIECKUX MEPOTPHUITHIA.

2. crabunm3anusi COCTOSHUS UM OCHOBHBIX  KJIIMHHKO-JA0OPATOPHBIX  IOKa3aTelsel
MATOJIOTUYECKOTO  MPOIecca, OTCYTCTBUE HEOOXOAUMOCTH B  MPOJOIKHUTEIHEHOM
MEUIIMHCKOM HaOJI0IeHUH (THEBHOE WIIH KPYTJIOCYTOYHOE MPeOhIBaHUE);

3. BBINIOJIHEH TUTaH OOCTEAOBaHUS U JICUEHUs TAallMeHTa, JaHbl PEKOMEHAAIMH 10
JalbHENIeMy HaOJI0JEHUIO U JICUEHHUIO;

4. HeoOXOIMMOCTh TMepeBOJla TAalMeHTa B JAPYroe MEIUIMHCKOE YUpeXKACHHUE WIH
YUPEXIEHUE COIIMATIBLHOTIO 00eceueHusl.

Ilocne  evinucku U3  cmayuowapa  nayueHm  OONHCeH  HAXOOUMbCS  HA  dmane
aAMOYIAMOPHONONUKIUHUYECKO20 HAONI00eHUsl ) 8paua-neouampa, epaia-Hesponozd, 6pava-
2eHemuKa, NayueHmovl ¢ CUMRMOMAMUYECKOU dSNUlencuell Hyxcoarmcs 6 HabnooeHuu epada-
Heepono2a, umerwe20 Onvim 6edenus nayuenmos c snunencueli. Koucynomayuu opyaux

cneyuanucmos HasHadarnicsl no NOKA3aHUusM.
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1.13 HpuHUUOBLI OPraHU3ANNHA MeAMIMHCKOH noMoiu nanuedatam ¢ BKC

Ilocmanoska ouacnoza BKC cmagum mHo20 60npocos neped poocmeeHHUKamu nayueHma
u nepeo cneyuanucmamu, pabomarowumu ¢ makxumu nayuenmamu. Muozouucnennvie npobnemui,
B03HUKAIOWUe NPU OOHAPYIHCEHUU U pA3BUMUU 3a001e6anUsl, OJisl peuleHUs KOMopulx mpedyemcs
2paMOMHAs OP2aHU3aAYUs npoyecca NOMOWU NPU Y4acmuu MyTbMUOUCYUNTUHAPHOU KOMAHObL
CReyuanucmos u coon00eHue 0CHOBHbIX NPUHYUNOE U HOOX0008 K ee OKA3AHUIO.

Jlannvie npunyunvl 00JCHBL COONVOAMBCA HA THOOOM dmane OKA3aHUsL MeOUYUHCKOU
HOMOWU, KAK 8 MOMeHm NOCMAHOBKY OUACHO3d, MAK U HA 11000M dmane Habn00eHus nayuenma.
1) Ilayuenm u eco npeocmagument OOIHCHbI NOIYHAMb NOJHYIO UHGOPpMAYUIo 0 3a00e8anul,

€20 meueHuu, namozeHese, NPOSHO3ax, OCILONCHEHUAX U MeMmooax 603MONCHOU Mepanuiu.

2) Huacnoz BKC noopazymesaem 803MOICHOCb OKA3AHUSL NEPBUUHOU, CReYUANU3UPOBAHHOU U
NAITUAMUBHOU NOMOWU HA 8CEX IMANAX 3A001e8AHUS.

3) Ilpu nocmamnosexe ouacnoza BKC, cemvbs Oondxcna Ovims Hanpagiena K CReYuaiucmy,
umerowgemy onvim pabomut ¢ nayuenmamu ¢ BKC, obnadarowezo cospemennoti unghopmayueti
0 meueHuu 3a0601e6aHUsL U BO03MONICHOCMU YUACMUA 8 KIUHUYECKUX UCHbIMAHUAX (HOBbIX
JIeKAPCMBEHHbIX NPenapamos u/uiu mexsuyeckux ycmpoucms). Taxdice 8axiCHbIM A61emcs
ungopmuposarue cemell 0 CyWecmayowux 00UecmeeHHbIX OP2aHU3AYUAX, PAOOMAIOWUX C
Mot epYnnou NayueHmos.

4) K nabarooenuto 3a nayuenmom ¢ BKC oondcna 6vime npusneuena mynibmuoOucCyuniuHapHas
KOMAHOA Cneyuanucmos & cocmaege: neouamp/mepaneém, 8pay-2eHemuK, 6pau-ouemoinoe,
8pau-Hes8poNoe,  MEeOUYUHCKUL  NCUXO0]02, 8PAU-IHOOKPUHOIOC, 8pay-ncuxuamp,
8paukapouonoe, 8pay-guzuomepanesm, 6pai-eacmposnmeponoe. Jlpyeue cneyuanucmol
OO0JIICHBI NPUBTLEKAMbCSL NO Mepe 803HUKHOBEHUSL Cneyuhuieckux npoouem.

Bpau-eenemux ocywecmensem ocnosnoe nabnooenue 3a nayuenmamu ¢ bKC. B kpye
obsa3anHOCmell  8paya-ceHemuKka — exooum — o0cnedogaHue U NOCMAHOBKA  OUACHO3A,
ungopmuposanue cemvu 0 3a001€6aHUU, COCMABNEHUE NIAHA MHO2ONPOPDUIbHO20 HADIIOOEHUS,
ocyuecmensams HabI0eHue 3a NayUueHmoMm, OYeHU8ams OUHAMUKY U CIeneHb NPO2pecCupos8anis
3abo0ne6anusi npu peyApHbLIX OCMOMPAX, HA3HaAyaem noooepxcusarowyio mepanuio. Ilpu
Hacmynienuu  gepmunvHoco 6o3pacma y nayuenmos ¢ bBKC cocmaenrenue nnana
npeoepasudapHou nod2omosku onsi  npogunakmuxu mamepurckou bBKC, mecmuposanue

napmuepa Ha 2cemepo3ucomHoe HOCUmMenbCnmeo. Hpu cocmaenesHuu nianda MHOZOnpOgbuJZbHOZO
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HAON0O0eHUsl, 8pAY-2eHeMmUK Oonpeoensiem KpamHoCcmb HAOM0OeHUs: y Opyeux CHeyuanucmos
MHO2ONPOPUILHOU KOMAHObI, COOMBEMCMBEHHO MeKywemy cocmosHuio nayuenma. Ilpu
KAX®COOM OCMOMpPe 8pAU-2eHEMUK OCYWeCmaisien nepeoyeHKy meKywe2o coCmosHus nayuenma
U 8 COOMBEMCMBUU C IMUM BHOCUM KOPPEKMUPOBKU 8 NIAH MHO2ONPOPDUIbHO20 HAOM0OeHus. B
CBOUX DPEKOMEHOAYUsX BpPAY-2eHEMUK YKa3bléaem Heo0Xo0uMbvle NayueHmy JjaeKapcmeeHHble
npenapamul, Ouemomepanuro U Op. 8 COOMBEMCMBUU C BbIAGICHHLIMU NOMPEOHOCIAMU

nayuerma

7. JlonoHuTEeNbHAA HH(POopMaLud (B TOM YHc/ie (PAKTOPbI, BJUAIOLINE HA

MCXO0/1 3200/ 1€BaHUST UJIU COCTOSIHMS)

HpOFHOS COCTOsIHUA U YPOBHSA IICUXUYCCKOTO PAa3BUTHA IMMAOUCHTOB 3aBUCUT OT q)OpMBI
3a00/1€BaHUs U CBA3aHHOH C HEH TSKECTH SH3MMHOIO z[e(beKTa; CPOKOB HadaJla 1 aACKBATHOCTHU
CIICHUAIM3UPOBAHHOI'O JICUCHUSA 3(1)(1)6KTI/IBHOCTI/I HHTCHCHUBHOM TCpallMu KECTOAUIOTHYCCKUX
KpHU30B, BCAYHIUX K OTCEKY TI'OJIOBHOI'O MO3ra H FHY6OKOMY IMOPAKCHUIO HHC HpOFHO3
3a00J1eBaHUs OTHOCUTEIILHO 6HaFOHpI/I$ITHI>II71 AJI 5)KU3HU ITPU paHHeﬁ JUArHOCTUKEC U THIATCJIbHOM

MeTa00INYECKOM KOHTPOJIC.
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Kpurtepuu oneHku kayecTBa MeTUIIMHCKON MOMOIIU

Ouenka
Kpurepun kavyecra BBINIOJTHECHUSHA
KpuTepus
Beoinosnneno olpezeeHue YpOBHS aMUHOKHCIIOT, Ha/uer
AlUIIKAPHUTUHOB B KpOBU METO/JIOM  TaHJIEMHOMU
MacCCCHEKTPOMETPUN NPU MEPBUYHON TUArHOCTHKE, Aajiee —
JUTSL KOHTPOJIS JIedeHHsI He pexke 1 p/obmec.
KoMmiuiekcHoe — ompeneneHue COAEpKaHHMS — OPraHMYECKHUX Ha/ner
KHUCTIOT B MOue (IIpH MePBUYHOM JMATHOCTUKE) U Jlajiee He pexe
1 paza B rog.
Brinonnena MOJIEKYJIIpHAs JAHK-aunarnocrtuka Ha/uer
(uccnenoBanue renoB BCKDHA, BCKDHB, DBT v DLD) npu
IIEPBUYHOM INarHOCTUKE.
IIpoBeneHa KOHCyAbTaLMS Bpaya- TEHETUKA IPU EPBUYHON Ha/ner
JIMAarHOCTHKE
IIpoBenena KOHCyJbTallMs Bpada-HEBPOJOTa IPU MEPBUYHON Ha/ner
JMarHOCTHKE, Jajiee N0 MOKa3aHusM, He pexe 1 pa3a B roj.
IIpoBenena KOHCYJIbTalUs Bpaya-reHeTHnKa u/nnm Ha/ner
BpauaJueToiora ¢ ILeJdbl0 KOPpPEKLIHU JUeTOTEepamnuu ¢
4acToTOM ¢ yactoToit 1 p/mMec Ha 1 roxy xu3nu, ganee 1 p/3 mec
Y TI0 MoKa3aHusMm 110 3 neT; 1 p 6 mec mocne 3 et
BrimonHena MarHUTHO-pe30OHAaHCHas ToMorpadus  w/wiam Ha/uer
KOMIIBIOTEpHast ~ ToMorpagusi TroJOoBHOro Mosra (mpu
NMEePBUYHOM  JIMarHOCTMKE W  MpPU  TOJO3PEHUH  Ha
MeTabOoINYECKUIN KPHU3)
Hasznauena pguerorepanusi ¢ OrpaHUYEHUEM aMUHOKUCIOT Ha/ner
JIEULINHA, U30JICULIMHA, BaJIMHA.
IIpoBeneHo uccnenoBaHue ypoBHS BOAOPOJAHBIX MOHOB (pH) Ha/ner

KPOBH, HCCIIEIOBaHHE YPOBHS Oy(epHBIX BEIIEeCTB B KPOBH,
YPOBHS [JTFOKO3bI B KPOBH, MOJIOUHOM KHCJIOTHI, YPOBHSI HATPHS
B KPOBH, aMMHaKa B KPOBH, KETOHOBBIX T€J B MOYE DKCIIPECC-
METOJIOM INIPU NEPBUYHON TUArHOCTHKE, NPU MOJO3PEHUU U B
HepuoJi METabOoIMYECKOr0 KpH3a.
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Hpuaoxenune Al. Cocras padoyeil rpynmnbl

Baiinakoa I'.B.- k.0.H., Beaymmii Hay4HbI COTPYAHHUK 1aOOpaTOPUU HACIEICTBEHHBIX

O6onesneit oOmena @OI'BHY "Menuko-reHeTndeckuii HayudHbI LIEHTp MM. aKaJeMHUKa

H.I1.boukoBa", unen Poccuiickoro o0iiecTBa MEIUIIMHCKUX T€HETHKOB.

BapanoB A.A.- akan. PAH, npodeccop, 1.M.H.; moueTHbIi npe3uaenT Coro3a neauatpos Poccun,

coBeTHUK pykoBoautens HUW memmarpuu u oxpansl 310poBbs aereit LIKB PAH, mpodeccop
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11.

Kadeapsl neauatpuu 1 nerckoit pesMatoioruu @I'AOY «llepsriit MI'MY um. .M. CeuenoBa»
Munzgapasa Poccuu (CeueHOBCKHIT YHUBEPCUTET), T1aBHBIN BHEIITATHBINA CHEIIUAIKUCT MEIUATP
Munzapasa Poccun.

Boposuxk T.3. — npodeccop, 1.M.H., 3aBeayr01Ias Ja00paTOPHEH MUTaHUS 3[0POBOTO ¥ OOJIHLHOTO
pebenka OI'AY «HanuoHaabHBIH MEIMIIMHCKANA HCCIIEAOBATEIbCKUN IICHTP 3J0POBBS JCTCH
MunzapaBa Poccun, wieH Accolyaniii MEIUIIMHCKUX reHeTUKoB (AMI).

BymyeBa T.B. — n1.M.H., BeIylmuil Hay4HbII COTPYAHUK JaOOpAaTOpUU MUTAHUS 340POBOIO U
6osbHOTO pedenka PI'AY «HarnmoHanbHBIM MEAUITMHCKUNA UCCIICOBATEIHLCKUMA IICHTP 30POBBS
neteit» Munszapasa Poccuu , unen Accoranuu MEAUIIUHCKUX TeHEeTUKOB (AMI).

Bamakmanze H.Jl. - a.M.H., pykoBoauTenb oTAena opdaHHBIX Oone3Hed W MpodUIaKTUKU
uHBanuAu3upyomux 3adonesannii HUM nemmatpum u oxpansl 3m0poBbs neteit LIKb PAH
npodeccop kadenpsl GaxynpTEeTCKON meauarpuu nenuarpuueckoro ¢akynprera ®I'BOY BO
«PHUMY um. H.U. ITuporosa» Munznpasa Poccuun

Bumnesa E.A. — n1.M.H., 3amectutens pykoBoauresis HUM nenuarprun u 0XpaHsl 310pOBbS I€TEN
LHKb PAH MunoOpHayku mo HaydHO#l pabore, moueHT kadeapbl (aKylbTETCKON menuaTpuu
neauarpudeckoro pakynprera ®I'60Y BO «PHUMY um. H.U. [Tuporoa» Mun3zapasa Poccun,
yieH Coroza [leguatpoB Poccun

I'pe6enkun JI.U. — Bpau-renetuk otaeneHus MmeaunuHckon reuetuku OI'AY «HMMUL] 3n0poBes
nereit» Munszapasa Poccun, uien Acconnanun MEIUIMHCKUX TeHeTUKOB (AMI)

I'moéa O.B. — K.M.H., Bpa4y-HEBPOJOT-AMHJIEHTOJIOT, Bpay-leauaTp, BEAYIIUN Hay4YHBIN
COTPYAHHUK OTJIEJIEHUSI TICUXOHEBPOJIOTUU U TNcuxocoMatnyeckon naronorun OI'AY «Hayunslii
MEJIUIMHCKUN HCCIIEIOBATEIbCKUI LEHTp 340pOBbs AeTer» MuHnsapaBa Poccuu, wineH
Acconmanuy MEIUIMHCKUX reHeTUKoB (AMI).

JasbinoBa FO.U. — Bpau-renetuk otaenenus MmeauuuHckoil renetuku GI'AY «HMUL 310poBbs
nereit» Munznpasa Poccun, uien Acconuanyy MEIUIIMHCKUX reHeTukoB (AMI)

HertsipeBa A.B.- n1.M.H., mpodeccop, 3aBeayromas otaenom neauarpuu, OI'bY «HMULL
aKyIliepcTBa, TMHEKOJIOTUH U nepuHaronoruu umM. Ak. B.M. KynakoBa», npodeccop kadenpsl
HeoHarosornn  MHcturyra 3nopoBes  gerein  ®T'AOY  BO  "llepsbii  MockoBckwii

rocy1apcTBEHHbI MeaunMHCKUil yHuBepcureT uMm. W.M. CeuenoBa" MunsnpaBa Poccun

(CeueHOBCKHMIT YHUBEPCHUTET), WieH Poccuiickoro o01ecTBa HEOHATOJIOTOB
Kypxosa H.B. — k.M.H., Beqyuuii Hay4Hbli cOTpyIHUK oTaena Otnen oppaHHbIX Oosie3HeH u

PO UITAKTUKA WHBATUIM3UPYIOMUX 3a0osieBanuii, Bpau-reneTnk HUW memmaTpuum u oxpaHbl
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13.

14.

15.

16.

17.

18.

19.

20.

21.

snopoBbst Aeteit [IKb PAH, unen Accomumarnun meauimackux reHeTukoB (AMI)., wien Coroza
nequarpos Poccnn.

3apyouna B.B — Bpau-reHeTuK MeuKo-reneTndeckoro oraenenus Mopososckoit JII'Kb /I3M

3axapoBa E.FO. — a.m.H., 3aBenyomas JlabopaTopueil HACIEICTBEHHBIX OoJe3Hel oOMeHa
OI'BHY «Menuko-reHeTHUecKuil HayuyHbli LeHTp HM. akaaemuka H.II.boukosa», uieH
Poccwuiickoro obmiecTBa MEAUIIMHCKIX T€HETUKOB, WICH €BPOMEHCKOro O0MIECTBA M0 H3yYEHUIO
HacJIeJACTBEHHBIX OoJie3Hei oOMeHa BemecTB (SSIEM).

3BonkoBa H.I'. — K.M.H., cTapmuii HAYYHBIA COTPYIHUK JAOOPATOPUU MUTAHUS 3I0POBOTO U
6onpHOTO pebenka PI'AY «HayuHblii MeUIIMHCKUHN UCCIEN0BATEIBCKUH LIEHTP 310POBBS ACTEI»
MunzapaBa Poccun, wieH Accolanui METUIIMHCKUX reHeTUKoB (AMI).

3yokoB B.B.- n1.M.H. qupekTop MHCTUTyTa HeoHaTtojorun u neauarpuu OI'BY «HMUIL]
aKyliepcTBa, ruHekosorun u nepuHaroiorun uM. Ax. B.M. Kynakxosa», winen Poccuiickoro
oOmiecTBa HEOHATOJIOTOB.

KongakoBa O.b. — K.M.H., Bpau-T€HETHUK, 3aBEAYIOLIAs OTACICHHUEM MEIULUHCKOW I€HETUKU
OI'AY «HMUL] 3mopoBbst geteit» MwunsnpaBa Poccum, wieH Acconuanuy MeIUIUHCKUX
reHeTukoB (AMI)

KyzenkoBa JIL.M. — mnpodeccop, n.M.H., HadaabHHK [leHTpa [eTCKOW IMCUXOHEBPOJIOTHH,
3aBeAylollas OTJEJICHUEM IICUXOHEBPOJOTUM U IcUXxocoMmarnuecko maronorun OIAY
«Hay4HbIil MEIUIIMHCKUI UCCIEN0BATEIbCKUN HEHTP 30pOBhA AeTei» Munsznpasa Poccun, uinen
Acconmanuy MEIUIMHCKUX reHeTUKoB (AMI).

Kyues C.H. — un.-xkopp PAH, npodeccop, n.M.H., aupexkrop PI'BHY «Meanko-reneTnueckuii
HayuyHbli 1eHTp uM. akagemuka H.IL.boukoBay, IlpesumeHt Accouuanuu MEIUIUHCKUX
reHetukoB (AMI).

JIsauHa A.A. — Bpad-reHETUK OTIeleHUus MeauuuHcko reHetnkn OPI'AY  «Hayunslil
MEIUIMHCKUI HMCCIEN0BATENbCKUM LEHTP 3J0pPOBbs AETEi», WieH AcCCOIMalud MEAUIUHCKUX
reHeTukoB (AMI

MpuxaijioBa CB. —-1mH., 3aBenytomas otaeneHuem DPI'BY «Poccuiickas
JleTckas

Knunnueckas boiapuuna»y M3 PO
Ha3zapenko JL.II. — npodeccop, 1.M.H., 3aMeCTUTENb JUPEKTOPA [0 HAyYHOU U JiedeOHoil paboTe,

PYKOBOAMTENb JabopaTopuu HacieAacTBeHHOW marojorun HUM MenunuHCKOW TeHeTHKH,

Tomckoro HUMII PAH, unen Accornuanuu MeTUIIMHCKUX reHeTHKOB (AMI).
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27.

28.

29.

30.

Hama3zoBa-bapanoBa JI.C.- akan. PAH, mpodeccop, a.m.H., npe3unent Coro3a meauaTpos
Poccun; macr-npesunentr EPA/UNEPSA; pykoBoaurens HUW neguatpum u oxpaHbl 370pOBbS
nereit LIKb PAH, 3aBenyromias kadenpoit (akydbTeTCKOH NeAuaTpud IeIUaTpUIeCKOro
dakynpreta ®I'BOY BO «PHUMY wum. H.U. Tluporoay MunznpaBa Poccum, TiaBHBIN
BHEILTATHBIN JIETCKUHN CIEIUATUCT MO MpoduiIaKTHIecKoi meauimae Munsnpasa Poccun.
Huxonaesa E.A. — 1.M.H., IJVIaBHBII HayuyHbI COTPYJHHUK, PYKOBOJUTENb OTAEICHUS
HACJIEeICTBEHHBIX u BPOXKIEHHBIX 3a0oseBaHU c HapylIEeHUEM IICUXUKH
HayuHouccnenoBaTenbCKOro KIMHAYECKOIO HHCTUTyTa mneauarpud uMeHn akaa. HO.E.
Benprumesa 'bOY BIIO PHUMY um. H.U. [Iuporosa Munsapasa Poccuu, wien Accounanuu
MEIUIIMHCKUX reHeTUKOB (AMI).

Mak JI.LA. — n.M.H., Bpad-HeBpoJsior, HadanbHUK LleHTpa penkux Oonesneit LAY «HMUIL]
310poBbs AeTei» Munznpasa Poccun

HamxkoBa U.E., x.M.H., 3aBeayromas neauarpuyeckuMm otaeneHnem PI'BY «HannonanbHbii
METUIIMHCKUHN UCCIIeI0BATENBCKUI IIEHTP TPAHCIIAHTOJIOTMH U UCKYCCTBEHHBIX OPraHOB UMEHHU
akanemuka B.U. [llymakoBa» MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanunn
IMymkoB A.A. — k.0.H., BeAymUii HAYYHBIA COTPYAHHUK Ja00pAaTOPHH MOJIEKYIISIPHON T€HETHKHU H
kierounor onosorun ®I'AY «HMMUL] 310poBes neteit» Mun3zapasa Poccuu, dieHn Accoruanuu
MEAUIMHCKUX TeHeTUKOB (AMI)

Pennna C.A. — x.M.H., Bpau-reHeTuKk PI'BHY "Menuko-reneTnyeckuii Hay4HbI LIEHTP WM.

n

akagemuka H.II.boukoBa ", unmen Poccuiickoro oOmiecTBa MEIHMIIMHCKMX I'€HETHKOB, YJICH

Acconmanuy MeIUIMHCKUX reHeTUKkoB (AMI)

CaBoctbsinoB K.B. —k.0.H., HauanbHUK LleHTpa QyH1aMeHTaNbHBIX UCCIIEA0BAaHUH B IeAUATPUN
OI'AY «HMUL] 3popoBes nereir» Mun3zapaBa Poccum, wieH Accoluanuu MEIULHUHCKUX
reHeTuxkoB (AMI).

CenumssinoBa JI.P. - x.M.H., Begymmii HayuHbli corpynuuk HUW nemuatpum u oxpansl
3nopoBbst nereit LIKb PAH MunucrepctBa Hayku M BbIciiero obpaszoBaHus Poccuiickoii
®denepannn, A01eHT Kadenpsl neauarpun U aetckoi peemaroioruu GI'AOY «llepswiit MIMY
uM. .M. CeuenoBa» MunznpaBa Poccun (CedeHOBCkHiI YHUBEpPCUTET), JOLUEHT Kaderpsl
dakynbTeTcKoil nmeanaTpun neauarpuyeckoro gakynprera ®PI'bOY BO «PHUMY um. H.M.
ITuporosa» Munsapasa Poccun, wien Coro3a neguarpos Poccun

®enoceenko M.B.- k.M.H., 3aBeaylomas OTAEIOM pa3pabOTKM HAyYHBIX [OAXOJIO0B K

HMMYHU3AIUU ITAUECHTOB C OTKIIOHCHUAMMA B COCTOSAHUUN 3J0POBbA U XPOHUUCCKUMU 6OJ'IG3H${MI/I,
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31.

BEIYLIMI HAYYHbIA COTPYAHUK, Bpau-nieauatp HWUN neauatpuum u oxpansl 310poBbs aeteit [IKb
PAH MunucTepcTBa HAyKH M BBICIIEro 00pa3oBanus Poccuiickoit denepamuu, T01eHT Kadeapsl
dakynpTeTcKOil meauaTpun neauarpuyeckoro gakymnprera ®PI'bOY BO «PHUMY um. H.M.
[Tuporosa» Munsapasa Poccuu, wien Coro3a neguarpos Poccun

®ucenko A.Il. — 1.M.H., npodeccop, 3acaykeHHbIH Bpad Poccuiickoit denepamnuu, TUPEKTOP
OI'AY "HaunoHanbHbIN MEAUIIMHCKUM HCCIIEIOBATEILCKUN LIEHTP 3/10pOBbs eTei" MuHn3apasa
Poccun

ABTOpBI TOATBEPXKIAIOT OTCYTCTBUE (DUHAHCOBOM MOJAEPKKH/KOH(DIMKTa HHTEPECOB, KOTOPBIi
HE0O0X0MMO 0OHAPOI0OBATh.
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IIpunoxenue A2. MeromoJiorusi pa3padoTKi KJIMHAYECKHX PEKOMEHIAM I

HeseBasi ayTuTOPUS JAHHBIX KIMHHUYECKUX PeKOMeEHIaMii:

® Bpayu-IeauaTpsI;

Bpauu OOIIEeH MpaKkTUKK (CEMEIHBIC Bpaun);
® Bpaul-TeHETUKH;
® Bpayu-/METOJIOTH; ® BPayu-HEBPOJIOTH;

® MCIHUIIMHCKHEC IICUXOJIOTH,

NeEeKTOIOTH

® CTyIeHThl MeaunnHCKX BY30B, opauHaTOPDI, aCIUPAHTHI.

Tabnuna 1.11Ikana ouieHkH ypoBHEH gocToBepHOCTH AoKkazatenscTB (Y /) mia metonos
JTUArHOCTUKH (JIMarHOCTUYECKUX BMEIIATEIHCTB)

\10i Pacmmdposka

1 Cucrematuueckre 0030pbl HCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJOM WIU
CUCTEeMAaTUYECKUH 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKHX HCCIEIOBAHUNA C
NPUMEHEHUEM MeTa-aHaan3a

2 OTtpnenpHble HCCIEAOBAHUSA C KOHTPOJEM pPEPEPEHCHBIM METOJAOM WIIM OTHAEIbHbIE
PaHIOMHM3HPOBAHHBIC KIMHUYECKHWE WCCICIOBAHUS W CHCTEMAaTHYEeCKHe 0030pHI
HCCIJIEIOBaHUM JTH000r0 Ju3aiiHa, 3a UCKIIOYEHUEM PaHJI0MU3UPOBAHHBIX KIMHUYECKUX
UCCJIEJIOBaHMM, C IPUMEHEHUEM METa-aHaINn3a

3 HccnenoBanus 0e3 IMOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHLIM MCTOAOM HIIN
HCCiaIcaoBaHusa C pe(bepeHCHHM MCTOAOM, HC ABJIAIOIIMMCA HC3aBUCHUMBIM OT
HCCICAYEMOI'0 METOJAa HJIM HECPAHAOMHU3SUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHUA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HCCpaBHI/ITeJ'II)HI)IG HCCICA0BaHMsA, OITMCAHNEC KIIMHUYCCKOTO CiIy4das

5 Nmeertcs nuiib 000CHOBaHNE MEXaHU3Ma JAEUCTBUSI UM MHEHHE SKCIIEPTOB

Tabmuua 2.111kana oueHkH ypoBHEH JocTOBepHOCTH Joka3aTenscTB (Y 1)1 meronoB
npoUIaKTUKHY, JTeUEHUS U peadmuTanuu (MpopHIaKTHUECKUX, 1e4eOHBIX, pead I TallMOHHBIX
BMEIIATENIBCTB)

Y PacmmgpoBka

1 Cuctemarnueckuit 0630p PKU ¢ npuMeHeHneM mMera-aHaan3a

2 Otnensupie PKU u cucrematnyeckue 0O030pbI HCCIENOBAaHHMA I0OOT0O AM3aiiHa, 3a
uckmouennem PKU, ¢ npumenennem Mera-ananusa

3 HepaH,Z[OMI/IBI/IpOBaHHLIC CPaBHUTCIIbHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HCCpaBHI/ITCJ'ILHBIC HCCJIICAOBAHUS, OMMCAHUEC KIIMHUYCCKOI'0O Cliydad HUJIM CCpHUU CIIydacB,
HUCCICI0OBaHUA ((CJ'Iy‘-IS.ﬁ-KOHTpOJIB»

5 HmeeTcs nuinb 000CHOBAHKME MEXaHHU3Ma JEHCTBHS BMEIIATEIbCTBA (,Z[OKJ'II/IHI/I‘-IGCKI/IC
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I/ICCJIC,Z[OBaHI/ISI) HJIM MHCHUC SKCIICPTOB

Tabmuna 3.11kana omeHkn ypoBHel yoenutensHocTn pekomeraanuii(yY Y P) mist meronos
npopunakTUKu,  JUArHOCTUKH,  JIe4eHHs W peaOwiurauud  (MpOPUIAKTHUECKUX,
JUArHOCTUYCCKUX, JIG‘-IG6HBIX, pea6I/IHI/ITaLII/IOHHBIX BMCH_IaTeJIBCTB)

yvyp

PacmmdpoBka

A

CunpHast pexkoMeHanus (Bce paccMarpuBaemble KpuTepuud 3¢PGHEKTUBHOCTH
(ucxonpl) SBISIOTCA BaXXHBIMHU, BCE MCCIEJOBAHMUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIHHOE METO0JIOTMUYECKOE Ka4e€CTBO, X BBIBOJIBI 1O

HHTCPCCYHOIINM UCXOOaM ABJIAIOTCS COFJIaCOBaHHBIMI/I)

VYcioBHas pekoMeHaanus (He BCe paccMaTpuBaeMble KpuTepuu 3PPEeKTUBHOCTU
(MCXOmBl) SIBIAIOTCS BaXKHBIMH, HE BCE HCCIEAOBAaHHMS HMMEIOT BBICOKOE HIIU
YIIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KAayeCTBO W/MIM WX BBIBOJBI 11O
MHTEPECYIOIINM HCXO0JIaM HE SIBJISIOTCS COTJIACOBAHHBIMHU )

Crnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTEeIIbCTB HAJUICKAIIETO KadecTBa (BCe
paccmarpuBaeMble KpUTEpUU IPPEKTUBHOCTH (MCXOJIbI) SIBIISIOTCS HEBAKHBIMH,
BCE HMCCIICOBAHUS UMEIOT HU3KOE METOOJOTHIECKOE Ka4eCTBO U MX BBIBOJIBI T10
HHTCPCCYIOINM UCXO0AaM HE ABJIAIOTCA COFHaCOBaHHI)IMI/I)

[Topsimox OOHOBIJICHUST KITMHUYESCKIX PEKOMEHTAITHIA.

MexaHnn3M 0OHOBJICHHUS KIMHHYCCKUX peKOMeHZIaIII/Iﬁ npeaycMarpuBacT UX CUCTCMATUYCCKYHO

AKTyaJIN3alluI0 — HE PEKE YE€M OHH pa3 B TPU I'oa, a TAKKE IIPU IMOABJICHUHU HOBBIX JaHHBIX C

IMO3HUITNH )IOKaSaTeHBHOﬁ MCIUIMHEBI 11O BOIIPOCaM AWMArHOCTUKH, JICUCHUS, HpO(i)I/IJ'IaKTI/IKI/I n

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

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

Ipuioxkenue A3. CripaBo4Hbie MaTepHaJIbl, BKJIOYas COOTBETCTBHE

MOKAa3aHMH K IPUMEHEHHUIO U IPOTUBONOKA3AaHUI, CII0CO00B NIPUMEHEHUS U

103 JIEKAPCTBEHHBIX NPENapaToB, MHHCTPYKUMHU M0 NPUMEHEHH IO

JJEKAPCTBECHHOI'0 IIperiaparta

1. Tlpuka3z Munzapascoupazsutusi PO Ne 185 ot 22.03.2006 romxa «O MaccoBoM 00cCiieIOBaHUN

HOBOPOKACHHBIX JIeTel Ha HaClIeACTBCHHBIE 3a6OHCBaHI/I}I»,

2. Ilpuka3z MuHHCTEpPCTBA 3paBOOXpPaHEHUS U COLHAIBHOTO pa3BuThs PO ot 16 ampens 2012 1.

N 366H «O06 yrBepxkaenun [lopsiaka oka3aHus neguaTpUuecKOl MOMOIIN
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3. Ilpukaz MunucrepctBa 3apaBooxpaneHuss PD «0O0 yreepxkaenun [lopsiaka okazaHus
MEJUIUHCKON MOMOIIM OOJIbHBIM C BPOKJIEHHBIMU U (MJIM) HACJIEICTBEHHBIMU 3200JICBAHUSIMU»
ot 15 Hos10ps1 2012 1. N 9171

4. Tlocranonenue [IpaButenbctBa Poccuiickoit @eaepannu ot 9 anpens 2015 roma Ne333 «O6
yrBepxacHun [IpaBun GopMupoBaHUs MEPEUHs CIEMUATH3UPOBAHHBIX MPOAYKTOB JIEUCOHOTO
MUTAHUS 1715 IeTeH-UHBAIHIOB

5. Hudopmauus o JieKapcTBEHHBIX cpelcTBax: https://grls.rosminzdrav.ru

7. MexnayHaponaHasi kiaccudukamnus 00ie3Heil, TpaBM U COCTOSIHUIA, BIMSAIOIIMX Ha 3I0POBbHE
(MKB - 10);

8. Ilpukaz M3 P® or 20 nmexabps 2012r. Ne 1183 «OO0 yTBEpX IECHUH HOMEHKIIATYPHI
JOJHKHOCTEN METMIIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX PAOOTHUKOBY.

9. Ilpuxaz M3 PO ot 23 wurons 2010 r. Ne 541n. Enunbiii kBauQuUKaMoOHHBI CIIPaBOYHUK
JOJDKHOCTEH PYKOBOJMTENCH, CICIHATUCTOB M CiIyXamux, pazaen KeammdukanmoHHbIe
XapaKTePUCTHKU JOJDKHOCTEH paOOTHHUKOB B cpepe 3ApaBOOXpaHEHHUS.

10. ®enepanbhbiii 3aKkoH OT 25.12.2018 Ne 489 489-D3 «O BHeceHMM U3MEHEHHH B cTaThio 40
OenepanpHoro 3akoHa «0O0 o00s3aTenbHOM MEIUIIMHCKOM CTpaxoBaHuM B Poccuiickoit
Oenepaunn» u DenepanbHblii 3akoH «O0 OCHOBAaX OXpaHbI 3/I0POBBS rpakaaH B Poccuiickoit
denepanuny MO BOMPOCaM KIMHUYECKUX PEKOMEHIAITUI».

11. Ipuka3z Munzapasa Poccun Ne 1031 ot 28.02.2019 1. «OO0 yTBEp>KIAECHUU MOPSAKA U CPOKOB
pa3paboTKy KIMHUYECKUX DPEKOMEHJAIMi, WX MepecMOTpa, THUMOBOH (OPMbI KIMHUYECKUX
pexomMeHnanuii ¥ TpeOOBaHUN K HX CTPYKType, COCTaBy M HayyHOW OOOCHOBAHHOCTH,

BKJIFOYa€MOM B KIIMHMYECKUE PEKOMEHAAalMU HH(OpMALIUN».

12. Ilpukaz MunzapaBa Poccun ot 13.10.2017 N 804n «OO06 yTBepXk/J€HUU HOMEHKIATYPHI
MEIULMHCKUX YCIIyT».

13. IIpuxa3z MunucrepcTBa Tpyna u couuanbHoi 3amutel PO ot 27 aBrycra 2019 r. N 5851 «O
KJIacCUPUKALUAX UM KPUTEPUSIX, MCIONb3YEMbIX IPH OCYHIECTBIEHUU MEAUKO-COIUAIBHOMN
AKCIIEPTU3BI TPaXk/IaH (QeepalbHbIMU FOCYIapPCTBEHHBIMU YUPEXKACHUSIMH MEAUKO-COLIUAIBHOMN
9KCIIEPTU3BDY;

14. ITpuka3z MuHuCTEpPCTBA 3APABOOXPAHEHUS U COLMAIBLHOTO pa3BuTHs Poccuiickonn denepannu

«O MOPAAKE NPUMCHCHUS JICKAPCTBCHHBIX CPEACTB Y OOJBHBIX 110 YKU3HEHHBLIM ITOKA3aHUSIMY» OT

9 aBrycra 2005 r. Ne 494
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15. UapopManiioHHOE  MHCHMO MunszapaBa Poccun o BO3MOKHOCTH
3aKyNKA

JIEKapCTBEHHOTO npenapara o TOProOBOMY HAaMEHOBaHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoepismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-
naimenovaniyu);

16. [lepeueHsb crenMaAIM3UPOBAHHBIX MMPOIYKTOB JICYCOHOTO MUTAHMS JIJsl ACTeH-WHBAIUIOB Ha
2020 rox, Pacnopsbkenue [IpaBurensctBa Poccuiickoit @eneparuu ot 11 nekadbps 2019 roga

No 2984-p

OcHOBHBIC HOPMATHBHO-NIPABOBBIEC AKTHI, PEry/JIHPYIOIIME 0KAa3aHHE NATJIMATHBHOU
MeIUIUHCKOI MOMOIIHU

1. ®enepanbHblil 3ak0H «O BHeceHUU n3MeHeHUH B DenepanbHblil 3ak0H «O0 OCHOBaX OXpPaHbI
310poBbsi TpaxknaH B Poccuiickor @enepauuu» MO BONPOCAM OKa3aHUS MNAJUIMATUBHOMN
MeaumuHCKoN oMoty oT 06.03.2019 Ne 18-P3.

2. Ilpukaz MunznpaBa Poccun Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «O6
YTBEP)KICHUU MOJIOKEHUS 00 OpraHM3allui OKa3aHUs MaJUIMaTUBHOM MEIUIMHCKON MOMOIIH,
BKJIIOYAsl NOPSAJOK B3aUMOJEHCTBUS MEIMLMHCKUX OpPraHWU3alui, OpPraHu3aluii COLUAaIbHOIO
OOCITy’)KMBaHHsI W OOILECTBEHHBIX OOBEAMHEHUH, WHBIX HEKOMMEPUYECKUX OpraHU3allHii,
OCYIIECTBISIONIMX CBOIO JAEATENBHOCTD B chepe OXpaHbl 370POBbS».

3. Tlpukaz MunszapaBa Poccun Ne 348u or 31 mas 2019 roga «O0 yTBepXkaeHUM IepedHs
MEIUIMHCKUX W3AENui, NpeJHa3HAYeHHbIX AJIS MOJAJEP’KaHUS OpraHOB M CHUCTEM OpraHu3Ma
4esioBeKa, MPEJ0CTaBISEMBbIX ISl UCIIOJIb30BAaHUS HA TIOMY.

4. Tlpuka3z Munzapasa Poccun Ne 5051 ot 10 urons 2019 roga «OO0 yrBepxkaenuu [lopsnka
neperayd  OT MEIUIMHCKOM OpraHu3aluy TalMeHTy (€ro 3aKOHHOMY IPEICTaBUTEIO)
MEIULUHCKUX W3JeNUH, MpelHa3HaueHHBIX Ul MOAJepkaHUs (YHKIMHA OpPraHOB M CHUCTEM
OpraHM3Ma 4eJIOBEKa, JJIs MCIIOIb30BaHMs Ha AOMY MPU OKa3aHUM NAJUIMATUBHON MEIUIIMHCKON
TTOMOLI.

5. Ilpuka3z M3 P® Ne 831 ot 3 okTs16pst 2019 rona «O06 yTBep>KIeHNN BEIOMCTBEHHOU 11€TIEBOM

porpaMmaI «Pa3BuUTHE CHUCTEMBI OKa3aHUS NaJIMATUBHON MEIUITMHCKON MOMOIIIN.
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Ilpumep ¢opMyJIHMpOBKH IHMarHo3a O boOlEe3Hb «KIIEHOBOIO

cuponay. Tuammun-3aBucumas popma.

a7



Ipuioxkenue b. AJIropuT™Mbl AeCTBUSA Bpaya

[TarueHT ¢ nmomo3peHreM Ha 60Je3Hb KJICHOBOTO
cuporna

Jnarnoctuka

Koncynbranus

npoUILHOTO & Hnarnos 9

CcricquajamucTa

| MTOITBEPIK/IEH !

—— MEPUOTNIECKAM KOHTPOJIEM B

IA

Tepanus B cTanonape

| JlucriancepHOe HaOMIOICHNE H JICYCHHE C

CIICHHUAJIM3UPOBAHHOM OTIACICHUN

Tepanus
s¢dexTuBHa?

HET

IIpunoxkenue b1. Aaropurm neiicteus Bpaya npu BKC B nepuog
MeTa00Ju4eCKOro Kpus3a
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ToWHOTa MAK PBOTA, OTKA3 OT eAbl/CHAXKEHWE AaNNeTUTa, AMApes, IMXOPAAKA, ACTAPrUa UAW HEBPONOTMYECKHE
HapyleHua (HapylweHWe CO3HaHMUA, roNoBHaA BOoNb, aTakcUA, AUCTOHUA WKW CYA0POTrK)

3

- HemepneHHas rocnutanusayma B NpoduAbHbINA CTaLMoHap

- MpeKpaTUTL NPUEM HATYpanbHOro BeAKa Ha 24-484 MakCUMYM

- B nepuvopn Ha 24-48 4 nepeBecTM Ha NUTaHWE UCKNHYMTENLHO cneupnanusupoeaHHoi BCAA-free neuebroit
cmeceto. Ecnv cneupanusmposaHHas neuebHas cMeck OTCYTCTBYET B MEAWMLMHCKOM YUPEXAEHUM, CnegyeT
WMCMOb30BaTh CMECh, NPEAOCTABAEHHYIO POOUTENAMK

- AHanu3bl: 3NeKTPoAUTEI NAasmbl, KLLLC, KETOHBI MOYM (MK CbIBOPOTOYHBIN B-rugpokcnbyTupar, ecam
BO3MOMHO), aMWHOKUCNOTbI KPOBK

- MepopantHan u/Man NapeHTepanbHan NPOTUBOPBOTHaA Tepanua (Hanpumep, oHaaHceTpoH 0,15 mr/kr/posa)
npu HEDﬁXDp,MMOCI’VI

- MeaneHHas B/B MH}Y3MA pacTBOPOB AEKCTPO3bI C 3NIEKTPOAUTHBIMU PACTBOPaMMH

h

MpwW3HaKK OTeKa roNoBHOIC MO3ra, BRAIOYAA HapyLUEHWe YPOBHA CO3HAHWSA, CY0POrH, HEBPOAOTUYECKUIA
AedUUMT KM OTeK AUCKA 3PUTEbHOTO HepBa

A HET
N

- HemeaneHHan KOHCyNbTaUMA peaHUMaToNora,
HEBPOOTa U APYrMx CNeLuaancTos No NoKasaHUAm
- MOHUTOPKHT *M3HEHHbIX NOKa3aTenei

- MPT ronogHoro mosra

- CTaHgapTHOE nevyeHue OTeKa roN0BHOFO Mo3ra

- OBcyxaeHWe BONpoca 0 HeobXoAMMOCTH
npoBeaeHuA remoamanusa

- YCTaHOBKA LeHTPaALHOro BEHO3HOrO A0CTYNA

- MeaneHHasn B/8 MHdY3UA pacTBOPOB AEKCTPO3kI €
3/1IEKTPO/IUTHBIMKW PacTBOPaMK

- B/B UH}Y3NA MHCYIMHA NPU TMNEPTANKEMUU

- B/B uHdY3MA KMPOBBIX 3MYABCUIA B CTAPTOBOW A03e

1-2 r/ur/eyT
L h 4

MauueHT cnocobeH yceansaTth cneunanusuposaHHyto BCAA-free neuebHylo cmech 0panbHO M/WAK 3HTEPaNbHO

|
A
* '

- B nepuopg, Ha 24-48 4 nepeBeCTM HA NUTaHKWE
WCK/IIOUUTENBHO cneuuannsvposaHHoi BCAA-free
neueBHOI CMECBIO NEepPOopPanbHO/3HTEPaNBHO
- CYTO4HaA KaACPWIHHOCTL paLMoHa A0NxHa BbiTb

- NapeHTepanbHoe NUTaHue
(aMMHOKMCNOTHbIE cmecu Bes BCAA,
HUPOBbIE 3MY/IbCUKM, PACTBOPLI AEKCTPO3bI)

yBenu4veHa Ha 25-50%
v v

- KoHTpoab ketoHoB mouu, KLLLC, 3neKTpoAuToB NAasmbl He pexke 2 pa3s B CYTKW M NO NOKasaHUAM

- EXXeAHEBHbIA KOHTPO/Ib aMUHOKWCIOT KPOBM

- Mprem U3onerdunHa U BaNWHA B 003MPpoBKe 80-120 MI/Kr € Lenbl NOLAEPHKAHWA WX B NNa3zme Bbilwe 200
MKMOAB/N

- MOHUWTOPWHT U NeYeHue CONYTCTBYHLWEN NaToNOTMK

BbINMCKA NALMEHTA BO3MOMKHA, ECMK:

- YceauBaeT nepopasibHOe NUTaHue

- OTpULATE IBHBIE KETOHbI MOYK

- YpOBHM aMMHOKMCAOT KPOBH B NPegenax 4onyCTMMbIX 3HAYEHWH
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IHpunoxkenue Bl. Undopmanus 19 naumeHTa
Yrto Takoe «00JIe3HB € 32a11AX0OM KJIEHOBOI'0 CHPOIIAa MOYH » WJIH JICHIIUHO3?
«boJ1e3HB € 3a112X0M KJIEHOBOI0 CHPONIAa MOYH » WJIM JIEHIIMHO3 — 3TO PEIKOE HACIEICTBEHHOE
3a0oJeBaHue, IPU KOTOPOM HapyILLIAKOTCS MPOLIECCHI, CBA3aHHBIE ¢ pacuienieHueM oenka. benku,
3TO BaXHas COCTaBJIAIOIIasd 4aCThb IIMTAHHA. Onu HGOGXOIII/IMBI 4Ji1 poCTa U BOCCTAHOBJICHHUA
KJICTOK Hallero opraiusma. UtoObl opraHu3M MOTI HUCHOJIb30BATh OEJIOK M3 MHIIH, OH JOJKEH
pacuienuTbcss Ha OoJjiee MEJKME 4YacTH — aMMHOKHUCIOTHL. Jlanee Omarojaps crenualbHbIM
(dbepMeHTaM, 3TH aMHHOKHCIIOTHI PAacXOAYIOTCS Ha BBINIOJHEHUE OMpeeSeHHBIX (QyHKIMA. Y
MAIlMEeHTOM C «OOJIE3HBIO C 3allaXxoM KJICHOBOTO CHpOMa MOYM» He paboraer (epMeHT
JIeTUIporeHasa anbga-KeTOKUCIOT ¢ pa3BeTBieHHON nenbio (BCKD), u3-3a uero opranusm He
MOJKET pacIleNUTh AMUHOKHCIOTHI JICHIIMH, M30J€HIIMH M BaJMH, B CBS3M C YeM OHM U HUX
IIPONU3BOJHBIC (OpFaHI/ILICCKI/IC KI/ICJIOTLI) HAKaIJIMBAarOTCA B OPraHMU3ME, OKa3biBasl TOKCHUYCCKOC
BO3/ielicTBUE. BBICOKHMI ypOBEHB OIpEJENIEHHBIX OPraHUYECKUX KHCIOT MOXKET BBI3BaTh
HEOOBIYHBIH cIaKuil 3a11aX MOYM U MO0Ta, OTCI0Ja U Ha3BaHHUE JaHHOTO 3a00JeBaHUs - 00JIE3Hb C
3araxom KJIEHOBOT'O CHPOIIa MOYH.
Hapymenue pa®oTbl ¢epMeHTa MOXKET ObITh CBSI3aHO C W3MEHEHHMSMHU B OJHOM M3 I'€HOB,
BCKDHA, BCKDHB, DBT wnu DLD.
Kak nposiBasiercsi «00J1€3Hb € 3al1aX0M KJICHOBOTO CHPOIIa MO4YH» ?
OCHOBHBIMH CHUMIITOMaMH 3a00JIEBaHHS Yy JIeTed TPYJHOTO BO3pacTa SBISIIOTCS PE3KOE
yXyAlLIEeHHEe OOILIEro COCTOSHUS 4Yepe3 HECKOJIbKO AHeH (uame ot 7-14 nHeil) mociie Hayana
KOpPMJICHUA TI'PyYyAHBIM MOJIOKOM  HJIN MOJOYHOM CMECBhIO, BAJIOCTH MHJIM IIOBBIIIICHHAA
BO36y,Z[I/IMOCTI), pBOTA, OTKA3 OT IMHUIIH. Bo3M0XHEBI Takke CyA0pOru, HapyumcHusA CO3HaHUA, KOMaA,
CUHIOIIHAs OKpacKka KOKu (1IMaHo03), HapylIeHHe AbIXxaHus (almHo3). Y eTeil crapliie OJHOoro roja
HaOJroaeTcs 3aepkKKa MCUXOMOTOPHOTO pa3BUTHsI, YMCTBEHHAsl OTCTAJIOCTh, IPUTEMATO3HbIE
BBICHINTAHUS Ha KOXKeE, YacThle MH(EKIIMOHHbIE 3a00€BaHUs, CYA0POXKHbIN CHHAPOM.
Kak ycranaBiInBaloT 1uaruo3 «00/1e3Hb € 3a1aX0M KJIEHOBOI'0 CHpona Moumw» ?

Ha ocHOBaHnM KIIMHUYECKUX CHUMITTOMOB Bpad MOXXET 3al10J03PHUTh AUArHO3 U OTIIPAaBUTH
naiueHTa Ha JabopaTopHoe obcieoBaHre. MeToJJ0M TaH/IeMHON MacCCIEKTPOMETPUH B KPOBU
OMpPECACIIIIOT YPOBEHb TAKHX COC}II/IHCHI/Iﬁ KaK KapHUTHUH, alUJIKApHUTHUHBI U aMUHOKUCIIOTEI, C
MIOMOIIIbI0 METOJ[a ra30BOil Xpomarorpaguu mMacc CHEKTPOMETpHEH — YpOBEHb OPraHUYECKHX
KucaoT Moun. [Ipu  «0oJie3Hu ¢ 3amaxoM KJICHOBOTO CUpOIa MOYH » HAaOII0AaeTCsl MOBBILICHNE B
KpOBH KOHICHTpALUH HeﬁHHHa, HSOHeﬁHHHa n BaguHa. B moue BBIABJIAIOT ITOBBIIIICHUC

KOHLIEHTpaLluu 2-0KCO-U30KapOHOBOH, 2-ruApOKCUN30KAIIPOHOBOM, 2-0kco0-3-
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METHJIBAJIEPUAHOBOM, 2-0KCO-HU30BAJIEPUAHOBOM, 2-THIPOKCUU30BATIEPHAHOBOM U 2-TUAPOKCHU-3-
METHJIBAJIEPHAHOBOM KUCIOT. [lanMeHTaM C BBISBICHHBIMH OMOXUMUYECKHUMH H3MEHCHHSIMH,
XapaKTepHbIMU I «OOJIE3HW C 3alaxoM KIEHOBOIO CHpPOIMa MOYH», IJS TMOATBEPKACHUS
JIMarHo3a MpoBOST MOJIEKYISIPHO-TEHETUYECKOE MCCIEA0BaHUE C LEIbI0 BBISIBJICHHS MYyTalluu B
redax BCKDHA, BCKDHB, DBT wnu DLD. OGbIYHO AJI1 3TOTO MPUMEHSIOT UCCIIEIOBAHUE C
MTOMOLIBIO TAPTETHBIX TEHETUUECKUX MaHeNeH.

Kak sneuaT «60J1€3Hb € 32a11aX0M KJIEHOBOI'0 CHPOIIa MOYM»?

OCHOBHOM TPUHIUI TEpanmuu «OOJE3HU C 3alMaxoM KJICHOBOTO CHPOIa MOYH»— CHU3HTH
MOCTYIJICHHE B OPraHU3M aMUHOKUCIOT JCHIIMHA, U30JICULIMHA, BaJIUHA ISl MPEIOTBPAILICHUS
MOBPEK/IAIOIIETO BO3JCHCTBUS JIaHHBIX BEIIECTB Ha opranusMm. Jlis 3Toro B NUTaHUHU
OTPaHUYUBACTCS HATYypATbHBIN OCIOK, UCKITFOYAIOTCS IPOAYKTHI C BBICOKUM COACPKAHUEM OCITKa,
Takhe KaK MsCOo, pbl0a, siIa, MOJIOYHBIE MPOIYKThI, 06000BbIe U np. KomneHcanms nedunura
Oelka TIPOMCXOAHWT 3a CYET WCIOJB30BAHUS CIICIIHATU3UPOBAHHBIX CMEce Ha OCHOBE
aMUHOKHCIIOT 6€3 JIeHlInHa, U30JIeHIIMHA, BaJIMHA, COOTBETCTBYIOIIMX BO3PACTHBIM TOTPEOHOCTIM
peOCHKa B OCHOBHBIX IMHIIEBBIX BEIICCTBAX U SHEPTHH.

[Ipu OTCYTCTBHHM COOTBETCTBYIOIIECH TEpallUM COCTOSHUE IMAIMEHTa MOXKET PE3KO YXYAIIUTHCS,
MPUBECTU K PAa3BUTHIO METAa0OJMYECKOr0 KpHU3a, HEOOPATHUMBIM TOCIEACTBUSAM BIUIOTH 10
JeTalbHOTO ucXoda. Merabonuueckuii KpuU3 TakKe MOXKET OBbITh  CHPOBOIMPOBAH
HeOIaronpusTHEIMH (haKTOpaMu, TAKUMHU KaK HApYIICHUE JUETHI, MPEHEeOPEeKeHEe HAa3HAUYCHUSMH
Bpaya, BUPYCHBIMU U OaKTepHUATbHBIMU WH(EKIUSIMH, CTPECCOBBIMU CUTYAIUSIMU, TPaBMaMH U
XUPYPrU4ecKUMH BMEIIATeTbCTBAMHU, AMOIMOHAIBHBIMU U (U3NYECKUMH Harpy3kaMu HId
BO3HUKHYTh Ha (hoHE mMonHOro Omaromonyuus. [IpeaBecTHHKaMU Kpu3a SIBISETCS CHIDKEHUE
SMOIIMOHAIIBHOTO TOHYCA, BSUJIOCTh, COHJIMBOCTh, OTKA3 OT €/Ibl, MOXKET OBITh PBOTA, BO3MOKEH
MOIBEM TeMIIepaTyphl, 0COOCHHO Mpu AeOr0Te NHPEKIIMOHHOTO 3a00JIeBaHNS.

[Ipu mepBBIX CUMOTOMax METabOIMUYECKOTO Kpu3a HEOOXOAMMO CPOYHO TOCHUTAIM3HPOBATH
MalKeHTa, 10 MpUe3a Bpaya CKOPOW MOMOILIM HE3aMEAJIUTENbHO HauyaTh TEPANuIo0 Ha JIoMy. Y
nmanueHTa mpu cebe Bcerja JODKHA HAxXOJIUThCS TMaMsATKa C YKa3aHHEeM HEOTJIOKHBIX
MEPOTPUSITHI B TIEPHO]] HAUMHAIOIIIETOCS METa00JIMUECKOT0 KpH3a

Kak nacaenyercs «00/1e3Hb € 3a11aX0M KJIE€HOBOI0 CHPOINa MOYM»?

«bone3Hp ¢ 3amaxoM KJIE€HOBOTO CHpPONa MOYW» HACIEAYIOTCS MO ayTOCOMHO-PELECCUBHOMY
TUITY. DTO 3HAYUT, YTO OOJIE3HB MPOSBIIAETCS TOJIBKO B TOM CITydae, €CiIu 00a POAUTENS SIBISIOTCS
HOCHUTEISIMU OO0JIE3HU W, XOTSI CaMH OHHU He OO0JICIOT, IepeatoT peOeHKY /1Ba MOPaKEHHBIX TeHa.

BonpmumHCTBO ceMeid, rae ecTh peOeHOK C ATHUM 3a00JeBaHHWEM, HE CTAJIKHWBAINCH PaHBIIE C
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nmoA00HO# mpobsieMoli. Prck MOBTOPHOTO pOXACHHUS OOJHLHOTO peOCHKAa B CEMbE, TIe yKE eCTh
OOJIbHBIE IETH, COCTABIAET 25% Ha KaKIyl0 OEpeMEHHOCTD.

Bpatest u cectpel 00JIBHOTO peOeHKa, MOTYT OBITh OONBHBIMH, JaK€ €CIH Y HHUX Ha MOMEHT
JMarHOCTHKH YWICHOB CEMbM HE OBbLJIO CUMITOMOB. B naHHOM ciiydae HEOOXOAMMO MPOBECTU
JTUArHOCTHKY, YTOOBI KaK MOKHO PaHbIIIE HAYaTh TEPANUIO U U30eKaTh oclokHEeHUH. Takxe oHH
MOTYT OBITh HOCUTEISIMU, KaK UX poauTenu. UTo kacaercs IPyrux 4i€HOB CEMbH, TO UM BaXKHO
COOOIIUTh, YTO OHH MOTYT OBITh HOCHTEISIMU. JTO 3HAYUT, YTO U y HUX €CTh PHUCK POXKICHUS
pebeHKa ¢ JaHHBIM 3a00JIEBaHUEM.

Bee cembpn ¢ 3TUM 3a00€BaHUEM JIOJDKHBI 00S3aTENBHO TPOUTH MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAHHE M TOJYYUTh MOJHYIO HMH(OpPMAIMIO OT  Bpaya-reHETHKA O  PHUCKE
IIOBTOPHOTO NPOSIBJICHUS JaHHOrO 3a00J€BaHUs B CEMbE, OOCYIUTh CO CIELUUAINCTOM BCE
BOIIPOCHI, CBS3aHHbIE C HacjenoBaHueM 3aboneBanus. B Poccum Menuko-reHernyeckue
KOHCYJIbTAIlMH pabOTaIOT B KaX/I0M PErHoOHe.

C uenpio MpoBe/ieHUs MPEHATATFHON U MPEUMIUIAHTAlMOHHON JUAarHOCTUKH CYNPY>KECKOH mape
MpeIBApUTENILHO HEOOXOAUMO MPONTH 00CIe0BaHNe HA HOCHUTEIHCTBO MYTAllMil B OJHOM M3
TC€HOB, KOTOpBIE OTBEUalwT 3a aaHHoe 3abonieBanue BCKDHA, BCKDHB, DBT wmu DLD,

OOpaTHBIIKCH B CHICITUATM3HPOBAHHBIC JUATHOCTUICCKUE JTAOOPATOPHH M MEIUITMHCKUE IICHTPBI.
[IpenatanpHasi JUArHOCTHKA TPOBOJIUTCS MOJEKYISPHO-TEHETUYECKUMH METOJaMH, IyTeM
uccnenoanus JIHK, BbieneHHoN u3 Ouonrata BOPCUH XOpHUOHA W/WIIH KJIETOK aMHHOTHYECKON
KHUJIKOCTU W/WIH TIJI0JHOU KPOBH.

He npunumaiite xakue-nmu00 JiekapcTBa WK J100aBKH, HE TTIOCOBETOBABIIKMCH C BAlllUM BpPavOM.
Kpaiine BaxxHO co0I01aTh BCE PEKOMEHIAIINY BpaueH, 4TOObI MAKCUMAIIbHO U30eXKaTh Pa3BUTUS
MeTa0O0JIMYECKUX KPU30B.

Kak jieuaT naumeHToB B epuoa MeTado1m4eckoro Kkpusa?

CrnenyeT BpeMEHHO MpeKpaTuTh noTpedienue Oenka (Ha 24—48 yacos). [10HOCTBIO OTMEHUTH
0eoK HEeBO3MOKHO, TaK KaK OpPraHu3M HYXKIAeTcs B MOCTYIUIGHMM Oellka U, eclii ero Oymaer
MOCTYNaTh HEIOCTATOYHO aKTUBUPYIOTCS TIPOIECCHI KaTaboIu3Ma.

Jloma mpu TmepBBIX MpHU3HAKaxX 3a00lieBaHUs, OCOOEHHO KOrja y peOeHKa CHIDKEH allleTUT
(Hampumep, MpH TPOCTYAE, TPUIMIONOJOOHBIX CHUMIITOMAaX, BUPYCHBIX HH(EKIHSX, JIOObIX
3a00JIeBaHUAX, COMPSDKEHHBIX ¢ TemmepaTypor >37 °C, TOH3WIINTE, TaCTPOIHTEPHUTE) CIICTyeT
HavyaTh TEPAIHIO TI0 IPEIOTBPAIICHHUIO pa3BUTHUS Kpr3a. Eciu ponuTenu He yBepEHBI B MOSBICHUHT
y peOeHKa TepBBIX MPU3HAKOB MpHUOIMKaromerocs 3aboneBanust (OJETHOCTb, COHIUBOCTD,

pa3IpaXUTENHHOCTh, TIOTEPS allleTUTa, JINXOPaJKa, TOJIOBHAs OOJb, JIoMoTa W oOmias OOJb,
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Kalleb, 00JIb B TOPJIE WITH YIIIaX ), TO B KAY€CTBE MEPhI IPEOCTOPOKHOCTH PEOSHKY CIIeIyeT 1aTh
BBIIIUTH PacTBOp OAMH pa3. CamMbIMU paHHUMH MPU3HAKAMH OOBIYHO SIBJISIOTCS] HE3HAYUTEIIbHBIE
W3MCHCHUS B IIOBEJACHHUH, KOTOpPHIE OOBIYHO JIETKO 3aMe4aroT pojautenn. Eciu pedeHok
OTHOCHUTEIILHO 3/I0POB U Y HEro HET PBOTHI, a TOJIbKO ¢Ia00CTh U HEOOJbIIIas COHIMBOCTh MOYKHO
MOUTH €ro Yepe3 pOoT PacTBOPOM MOJUMEPA TIFOKO3bI YaCTHIMH APOOHBIMU MOPHHIME (Tabmuma
1). TouHblli peuenT/KOHLUEHTpAlKsa MOJIMMepa TJIIOKO3bl, PEKOMEHJOBAaHHAs s KaXIOoro
pebeHKa, OTIMYaeTCsl, HY»KHO Y3HATh Y JIeYallero Bpada 4To MMEHHO TOIXOIUT BallleMy peOeHKY.
HekotopsiM 1eTsiM HE HpPABUTCS BKYC MOJMMEpPA TIIFOKO3bl, U OHHU MPEANOYMUTAIOT HAIMUTKH,
KOTOpPBbIE IIPOJIAIOTCS B CyIIEpMapKeTax, HO KOHUEHTPAIMU YIJIEBOJIOB B TAKMX HAIUTKAX HUXKE.
[TokynaeMble HanUMTKUA HYKHO IPUMEHSTh C OCTOPOXKHOCTHbIO. HU3KOKaTIOpUIiHBIE HAIUTKH,
HanmuTKU Oe3 no0aBleHUs caxapa CoJep)kKaT OYeHb Majio MM BOBCE HE COJEpHKAT YIieBOJOB,
MOATOMY UX HE CIIEyEeT UCTOJb30BaTh. Eciu y pebeHka mocTosiHHAs pPBOTA M €My HE CTAHOBUTCS
Jy4Iie, POIUTEISM CIIeyeT He3aMeIUTETLHO 0OpaTUTHCS B OOJIBHUILY JUIsl 0OCIIeJOBAHHUS.
Bpagam ckopoii moMonu HeoOX0uMO TepeIaTh BBIMUCKY C 3aKIIOYCHHEM U PEKOMEHIAIHSIME
Bpaya 10 Teparnuu B eproJ METaA00INYECKOr0 KpH3a.

Poaurensm HY)XHO B34Th ¢ c000#1 B O0IBHUITY BCEO HH(POPMAIIHIO 00 UCTIOIB30BAHHBIX PACTBOPAX
U KEJaTeJIbHO CaMU PACTBOPHI.

Kakoii Hy:KHO TPOBOAMTHL MOHUTOPHUHT VIS MAIUEHTOB ¢ 00J1€3HbIO C 3aMaX0M KJIEHOBOI'0
cupona Mmoum» ?

HeoOxonuM MyiIbTHAUCHUIUIMHAPHBIA TOAXOJ K HAOMIOJEHUIO M JICYEHUIO MAaIlMEHTOB C
00JI€3HBIO C 3alaXxOM KJIEHOBOTO CHPOINA MOUYM» CIEUUATMCTAMU PAa3HBIX MPOQHIEH C LIETbI0
obecrnieueHrs KOMIUIEKCHOU Tepaluy U CBOEBPEMEHHOMN €€ KOPPEKIINH MPH HeoOxoauMocTH. s
MalUMeHToB ¢ OO0JIe3Hb C 3alMaxoM KJIEHOBOTO CHpONa MOYW» HEOOXOAMMBI peryispHbIe
obOcnenoBanus. B Tabnuie 1 mpuBeaeH MpuMeEpHBIA IEPEUYeHb U PETYIIPHOCTD UCCIIEIOBAHUN, HO

B KaXXJIOM CJIy4ac€ BbI JOJI’KHBI COTJIACOBBIBATH IJIAH 06CJ'I€I[OBaHI/IH CO CBOHUM JICHAIllUM Bpa4oOM.

Taouauna 1 Peryasipaoctb 00cj1e10BaHU PU 00J1€3HM € 3a11AX0M KJIEHOBOI0 CHPOIIA MOYM»

HUccnenoBanue HNuTepBan

Koppexuus nuerorepanuu (mpoBoasT ¢ yacmomoti 1 p/mec na 1 200y sxncusnu, oanee

BPAYMICHCTHKH WM BPaH-HETONOTH) 1 p/3 mec u no noxkasanusm 0o 3 nem,; 1 p 6 mec
nocne 3 1em

VYnbprpa3BykoBoe uccinenosanue (Y3M) opranos Kpamnocms npu omcymcemeuu uzmeHnenuii-rHe

OPIOLIHOH TOTOCTH peoce 1 pasa 6 200, npu HAIUYUU NAMONIO2UU

nevyeHu- no NOKA3aHUusM.
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Dnexrposnuedanorpadus (321) Ilpu omcymemeuu npucmynos-ne peosice 1 pasa
8 200, NPU HATUYUU INUTENNULECKUX
NPUCMYNOB- NO NOKA3AHUSIM.

buoxumudecknii aHaHM3 KPOBH Ka)kIple 6 MeCAIIeB IMalueHTaM 10 6 JIeT, Kaxasle O-
o0nieTepaneBTHIECKUI 12 mecsineB nanuentam ctapuie 6 ner. Ho B
nepuo]i HH()EKIMOHHBIX 3a00IeBaHUM, TIPU YTPO3e
MeTaboIMuecKoro Kpusa — He pexe 1 paza B 7-10
JTHEW.

OO0mui (KIMHUYECKHI) aHATN3 KPOBU KaxkJiple 6 MeCSIIEeB MalueHTaM J0 6 JIeT, KaxKabie 6-
12 mecsaiieB nauenTam crapiie 6 iet. Ho B
niepro] HH()EKIIMOHHBIX 3a00JIEBaHUH, TP yTPO3e
MeTaboIMuecKoro Kpusa — He pexe 1 paza B 7-10

THEM.
KoMmmuiekcHoe onpenenenue KOHLEHTPAUH Kpamnocme nposedeHust aHaIU308
AMUHOKHCJIOT M aUMJIKapHUTUHOB B KPOBU onpedensemcsi  cocmosHuem  pebenka (8
METOJIOM TaHIEMHOM Macc-CIeKTPOMETPHI cpednem — 1 paz 6 3 mec), HO 6 nepuod
KOMILJIEKCHOE OIIPEICIIEHUE COIEPIKAHHMS ungpexyuonnbix  3aboresanuii, npu  yepose
OpraHM49CCKUX KUCJIOT B MO1E Memabonuuecko2o Kpusa — He pedice I pasa 6
7-10 onet.

Kak nanuenTsl mnoJy4awr Jiedenue B Poccuiickoii @enepanun?

«bone3Hp ¢ 3amaxoM KJIEHOBOTO CHUPOIa MOYM» OTHOCHUTCS K YHCIY PEIKUX HACIIEJICTBEHHBIX
Oose3Hell oOOMeHa BEIIEeCTB M BXOJIUT B MEpedeHb peakux (opdaHHbBIX) 3a00JIeBaHUM, TeUeHHne
KOTOPBIX MPOBOMTCS 3a CUET CPEJCTB PerHoHalIbHOTro Ot/ keTa . [loce ycraHoBIEeHHE TMarHos3a
HE00XO0AMMO BKJIFOUEHHE MALMEHTa B PErHOHAIIbHBIN CETMEHT PErucTpa Mo >KU3HEYTPOXKAIOLIIM
penkuM (ophaHHBIM) 3a00JIeBaHUSM, C I€NbI0 JalibHEiero obecrieyeHus HEOOXOIUMbBIM
Je4yeOHbIM MUTAaHMEM M JIEKapCTBEHHBIMM IpernaparaMu. B pasHbIX permoHax 3a BeleHUE
perucTpa OTBEYAIOT pa3HbIe CHEIHAIMCTHI, HO Yallle BCETO 9TO BPAYHU-T€HETHKH, TIOATOMY ITOCIIE
YCTaHOBJICHHS JMarHO3a 0053aTeNIbHO HYKHO OOPaTUTHCS K PETHOHAIBHOMY Bpauy IeHETHKY.
Kak MoryT momorath pojHbie u On3kue?

He 3a0biBaiiTe — OT CeMbU TaK)Ke 3aBUCHUT ycmex JiedeHus. HyxHo cobmogaTh peKoMeHIaluH,
HU MIPU KaKUX YCIOBUSX HE JIOMYCKaTh «CPBIBOBY B JMETOTEPAINH, CIEAYeT yAENATh BHUMaHHUE
peadmInMTalMi U TUIAHOBBIM OOCHe0OBaHUAM. Bce uieHbl ceMbH JOJDKHBI 3HATh, YTO pEOEHOK
HYX/TaeTcsl B 0COOOM MUTAHWW M OJHM3KUE POJICTBEHHUKH JOJDKHBI OCBOMTH HaBBIKH pacueTa
JTETHI.

PopuTenu namnuenTa ¢ «00JI€3HBIO C 3aIIaXOM KJIIEHOBOTO CHpOIIa MOYM», a B JalIbHEHIIIEM U caM
MAIMEHT JIOJDKHBI OBITh 00YYEeHBI MPaBHIIaM OpTraHU3aIHH TEPATTMH B MEXKITPUCTYITHBIA TIEPUOT 1
B IIEPUO/JT YTPO3bl META0OJIMUECKOT0 KpHU3a.
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Y pebenka mpu cebe Bcerma O0DKHA HAXOAUTHCA MMaMATKA C YKa3aHHEM HEOTJIOKHBIX
MEPOIPUATHI B IEPHO] HAUNHAIOLIETOCsI METa0O0JINYECKOT0 KpHr3a.

[Iporuo3 3aBucut oT ¢Gopmbl 3a0osieBaHusd U Tepanuu. [Ipu cBOeBpeMEHHOM Haudaje JIeUeHUS
MPOrHO3, KaK MpaBuiio, OiaronpusTHeIA. J(uety 00oibHOMY HEOOXOIUMO COOIIOIATh B TEUEHUU

BCEU JKU3HU.

Ipuioxkenue B2. Illpumep «IKCTPEeHHON TAMATKI»

3KCTpeHHaﬂ naMsaTKa

Buumanue! IlanmeHT YyrpoxkaeM mno pa3BUTHIO OCTPOro MeTadoJIMYecKOro Kpus3a,
CBSI3AHHOI'0 C HACJIEACTBEHHBIM 3a00JIeBaHHEM.

1. Ilpu3Haku 1eKOMIIEHCAIIUN:

-  yrHETEHUE CO3HAHUS,
- BSUJIOCTb, CJIa00OCTH, COHJIMBOCTD;

- TIOSIBJICHUE WIH YCUJIIEHUE CYJI0pOT;

- OecrokoiiHOe MOBeIeHUE, INIAKCUBOCTE;
- CIQAKOBATHIM 3amax MOYH/TeNa;

-  HU3MCHCHHUC MBINICYHOI'O TOHYCA.

2. Ilokazanua k 2ocnumanusayuu:
- IIPU3HAKY JIEKOMIIEHCAIH;
- MHOTOKpaTHas pBOTa, AMapesi; - UH(EKINH ¢ BHICOKON JIMXOPAIKOI;

- 00€e3BOKUBAHUE.

3. Ilnan peiicrBusi: Ilpum mono3peHum Ha
MeTa00JIN4YeCKHii Kpu3:
3.1. CyTouHas KaJOpUHHOCTH palloHa yBenrnauBaeTcs Ha 25-50%.
3.2. VBenuuenue Oenka Ha 120% 0T OOBIYHON HOPMBI 3a CUET UCIOJIb30BAHUS
CTEMATM3UPOBAHHBIX CMECEe Ha OCHOBE aMHHOKHCIIOT HE COJICPIKAIINX JICHITHH.
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3.3.Orpannunth mnocrymieHue neinmHa Ha 50% wuiam yOpaTh MOJHOCTBIO B
3aBUCUMOCTH OT CTEINIEHM ITPOSBIICHUS CUMIITOMOB Ha 24-48y.

3.4. oGecrieunTh YacThie KOPMIICHUSI HEOOJIBIIMMU MOPLUHUSAMH B TeueHue 244acoB.
3.5.1Ipu HaxOXIEHUU MAIMEHTa JIOMA, YBEIUYUTh MOTPEOJICHUE YIJIEBOJOB IS

BOCTIOJIHEHHS KaJIOPUIHOCTHU 32 CUET pacTBOpa JAEKCTPO3BI** MM MaJbTOAEKCTPHHA

(Ipu MX OTCYTCTBUM — CJIAJIKUN KOMIIOT, KUCEIb)

Tabm Nel CooTBeTcTBHE MEXIYy BO3pAacCTOM peOCHKA W JI030M JEKCTPO3BI ISl SHTEPATBHOIO
MIPUMEHEHHUSI [IPH MOAO03PEHUU Ha META00INUYECKUM KpH3.

[24]
BO3pacT P-p nexctpossr (%) Jo3a Ho3a DHeprus
MJI/KT/d MJI/KT/CYT KKaJI/KT/CyT

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

3-6m. 25 3,3 80 80
6-121. 25 2,6 65 65

Wnu 6-1251. 30 2,25 54 65
12-15ner 30 1,8 42 50
>15ner 30 1,6 38 45

* O0mwmit o0beM pazaensiercs Ha 12 mprueMoB ¥ BBOAUTCS KaXKIble 2 Haca.

Bospacr (1et) | % ManbToAeKCTpUHA kkan/100mmn O6beM (mi1) B IeHDb Yepes
por

Ho 0,5 10 40 Munumansao 150 mu/kr
0,5-1 12 48 120 mi/kr

1-2 15 60 100 ma/kr

2-6 20 80 1200-1500 mu B cyTKHM
6-10 20 80 1500-2000 mi B cyTKH
Crapme 10 25 100 2000-2500 M B cyTKHM

3.6. [Ipu HEBO3MOXKHOCTH OCYIIECTBIISITh, MOAJIEPKUBATH NEPOPATBHOE KOPMJIIEHHUE, YCTAHOBUTH
Ha30TacTpaIbHBIN 30H]I.

3.7. Ilpu rocniuTanu3anuy B CTallMOHAP, HAYaTh HEMPEPBIBHYIO HHGY3UI0 p-pom 10%

JIEKCTPO3BI** U3 pacueTa: HOBOPOXKAEHHBIE U JeTH A0 3-X jetT 10-12mr/kr/mun, ot 3 1o 10 ner 8-
10 mr/kr/mun, crapme 10 get 5-8 Mr/kr/Mux
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3.8 KOHTpOJIb aHAJIU30B:
- KUIC, 3nekTpoauTsl, aMMOHUIA
- 00wmuii aHaNu3 KpoBU
- ompeaereHUue KeTOHOBBIX TEI B MOUE
- Owoxumuuecknii aHaim3 kpoBu (K®K, AJIT, ACT, rmroko3a, OwmmpyOuH o011,
npsiMoii, moueBuHa, kpearunumH, ['TT, I[P, obmuit 6emok, anpOymuH, C-p0, Kamui,
HaTpHUH, KaJIbIUH, XJI0P)
- CHEKTp aMUHOKHCJIOT M allJIKAPHUTHHOB

4. Benenue nmamueHTa nocJjie HeEOTJIOKHOM CUTYyaAllMU:
[Iponomxutrh BBENEHHUE IEKCTPO3bI J0 CTAOWIM3ALMU COCTOSIHUS, TOJI KOHTPOJIEM TJIFOKO3BI
kpoBu, KII[C, ypoBHs JieiiiinHa, BaJinHa, N30JEHIIMHA B KPOBU

[Ipu KynmupoBaHUM CUMIITOMOB METaOOIMYECKOM IEKOMIIEHCAINH, CHUKCHUH 3HAUCHU I
neitiaa 10 200MMone/1 y nereit mutamiie S net, u 300 MMoIb/1 y 1eTelt cTapiie S JeT, BeleHue
MPOJYKTOB COJIEPKAINX HATYypaJIbHBIN O€JOK U3 pacuera ¥4 HE00OXOJUMOTro CyTOYHOTrO 00bemMa
B TICPBBIN JICHB, Y2 - Ha 2-3-i1 IeHb, V4 - Ha 3-4-ii IeHb, Jajiee B IOJTHOM 00beMe
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IIpunoxenue I'1-I'N. llIkanbl oueHKH, BONPOCHUKH U APyrue OLeHOYHbIE

HHCTPYMEHTBI COCTOAHMA NMAIIMCHTA, IPUBCACHHDLIC B KIIMHHYC€CKHUX

PEKOMEHIAIIUAX

Ipunoxkenue I'l. Cxema MeTad01MYE€CKUX MPOLECCOB, MPUBOASIIUX K

Pa3BUTHIO 00J1€3HH «KJIEHOBOI0 CHPOIA»

: '

:.F ,

¥
Semmn ] oo ]
¥ ¥
Cyrapanan- > L
FoA I—b HKpeGca

[Ipumeuanue: nudpoii «1» 0003HaUYEH METa0OTUIECKHI OIIOK.

IIpuioxkenue I'2. Hopmbl ¢pusnonorudeckoii moTpeOHOCTH B OCHOBHBIX

NMAIIEBLIX BEIIECTBAX U JHEPIMHA JISI 3TOPOBBIX I[eTeﬁ

Tab6auua 1 — Pexomenayemass HopMa CyTOUYHOTO OTpeOIeHus Tpu 00JIe3HU KIEHOBOT'O CHPOIIa

(PB.Acosta: Nutrition Management of Patients with inherited Metabolic Disorders, Jones &
Barlett Publishers, 2010)

N3oneiinun Jlennua Bamun benox Kanopwuitnocts | Kunkoctu
Bo3spact
MI/KT MI/KT MI/KT | (06uy.) /KT Kkan/kr MII/KT
MMallMEHTOB
0 —6 mec. 30-90 40-100 40-95 2,5-3,5 95-145 125-160
7 — 12 Mmec. 30-70 40-75 30-80 2,5-3,0 80-135 125-145
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1 -3 rona 20-70 40-70 30-70 1,5-2,5 80-130 115-135
4-8 ner 20-30 35-65 20-50 1,3-2,0 50-120 90-115
9-13 ner 20-30 30-65 25-40 1,2-1,8 40-90 70-90
14- 18 ner 10-30 15-50 15-30 1,2-1,8 35-70 40-60
19+* 10-30 15-50 15-30 1,1-1,7 35-45 40-50

* My>K4MHBI ¥ )KEHIIMHBI BHE IIEpH0/1a OEPEMEHHOCTH U JIAKTAaLlUU

Tabauua 2 MunuManbHblii Ge3omacHbli ypoBeHb Oenka corimacHo FAO/WHO/UNU 2007 B
3aBHCUMOCTH OT BO3PACTa.

Bo3spacr ‘ r/Kr/cyT
MunaneHis (Mec.)

1 1,77

2 1,5

3 1,36

4 1,24

Heru (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
[ToapocTku (T.)

11-16 | 0,88-0,92
B3spocinsie (T.)

Crapuue 16 | 0,84-0,87

Tabanna Ne3
PexoMeHnnyemas cyTouHass HOpMa NMUTATENbHBIX BemlecTB s nanueHToB ¢ BKC B ocTpsiil u
OeccMITTOMHBIN Tiepuo (CBoIHbIE JaHHBIE) [37].

OcTpslil nepuon beccumnToMHBIN ITEpUOA
OHeprus (KKaJ/Kr) 120-140 100-120
XKupsi (% ot 3HEprun) 40-50 % Hopwma anst 3mopoBoro
HACEJICHUSA
benoxk (r/kr) 34 2-3,5
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JleituH (MT/KT) 0 40-100

W3oneiinun (Mr/Kr) 80-120 30-95

Bamua(mr/kr) 80-120 30-95

Tadoauna 4 CpegHecyTouHbie HOPMBI (HU3HOJOTHUECKUX MOTPEOHOCTEH B SHEPTHM IS JeTel
cormacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bospact (mec.) OHeprus OHeprus
(xkan/kr) (KKa/Kr) jKeH
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
Bo3pacr (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
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Ipuiaoxenue I'3. Pacuer nuTanus, XUMUYECKUI COCTAB M JHEPreTUYECKAs
LHEHHOCTH /ISl ieTeH ¢ 00JIe3HbI0 «KJIEHOBOI0 CHPOIIa)

Taoaunma 1 Crnennanu3upoBaHHbIe TPOAYKTHI HA OCHOBE AaMHHOKHCIOT Oe€3 JIeHIIUHA,
M30IeHIMHA 1 BanuHa .
HaumenoBanue benok Kup, Yrunesonsl, OHepretu Bospact
MpOaYKTa (?xB.) T r r qecKai NPUMCHCHHUS
LIEHHOCTh, KKaJj
Hytpuren 14 14 23 50,4 470 or0molr.
—val,- ile,- leu****
Hytpuren 20 20 18 50,3 443 crapuie 1 r.
—val,- ile,- leu****
Hytpuren 40 40 13,1 31,3 401 crapure 1 r.
—val,- ile,- leu****
Hytpuren 70 70 0 3,9 296 crapuie 1 roga
—val,- ile,- leu****
MSUD Anamix 13,1 23 49,8 466 orOmolr.
infant****
MSUD 25 00,5 51 309 crapiie 1 r.
Maxamaid****
MSUD 39 00,5 34 297 crapiie 1 r.
Maxamum™****
«Milupa® MSUD 2 60 0 12,8 291 Hetn
Primay**** 1-8mer
«Milupa® MSUD 2 70 O 4,1 296 Hetn
Secunday™®*** 8 — 15 mer
«Milupa® MSUD 3 70 O 4,2 297 HalUEHTHI
Advantay®*** crapmre 15
JIeT,
B3POCITIbIC
BKJTIOYAst
OepeMeH HbIX

I_ Bce mpOIYKTHI 3aperucTpUpPOBaHbl HAa TEPPUTOPUN PD.

O colepoicanue neuyuHa 8 HAMypaibHblX NPOOYKMAX OMAUYAemcs 8apuaderbHOCmbio.

PeKOMedeemc;z NOIb308AMbCS OOHUMU CnpasovYHbIMU mamepuailadmu no XuMudeCcKomy

cocmaesy npoc)meoe, mMak KAaK 6 pasnvlx CnpaeovHUKaAx oanHble Mo2cyn OomaudamscCcs,

O 01 obnecyeHuss pacyemog JeuyuHa 6 NPOOYKMAx YenecooOpasHo NpuMeHsms

cmanoapmHvle

mabauywl,

cooepacawjue

oamnmvle

coomeemcmsyrouieco 50 me nevyuna (maon. 4).
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Tabauna 2 -OpUeHTUPOBOYHOE KOJUYECTBO HEKOTOPBIX MPOAYKTOB, COOTBETCTBYIoIIee SO Mr
JICULIMHA

[TponykThl KommuectBo benok (1) Jletiuun (mr)
KopoBbe Mo10KO 15 mn 0,5 50
Kaprodens 60T 1,0 55
Puc 25r 0,6 47
bpokkoinu 45r 1,4 51
HImunar 20r 0,4 54
Bananst 55T 0,7 53

IIpunoxenue I'4. Pacuer quersi. [Ipumepsbi

Mpumep Nel:
Bo3spact 3 mec, macca tena 5,9 kr.
VYposens neinuna ceiBopotku 1700 MMob/1
1. Tlorpebnocth Oenka: 2,5 r/kr Beca=2,5x5,9=14,751

JletinmnHa: 40-100 mr/Kr Beca, HO TaK KaK ypOBEHbB JICHIIMHA CHIBOPOTKH MOBBIIIIEH,
ClelyeT YCTaHOBUTH Oosiee HU3Koe noTpedienue nernnna — 40 mr/kr Beca =40 x 5,9
=236 Mr.

MOTPEOHOCTH B DHEPTHH HE MEHEe 95 KKaJI/KT.

2. 1-# oram: HeoOXoauMas HOpMa MoTpeOIeHus Jernuaa 236 Mr/cyT, TPyTHOE MOJIOKO WIIH
aJlanTUPOBaHHAs MOJIOYHAS CMECh COJIEePKHUT mpuMepHo 1,2 T 6enka B 100 M, uto
cooTtBeTcTBYyeT 124,8 Mr neitnuna (B 1 r 0eiaKka MOJIOYHBIX IPOAYKTOB cofepxkurcs 104
Mr neitiuHa). EsxxerHeBHBIN 00beM TPYTHOTO MOJIOKA WU aJalTUPOBAHHONW MOJIOYHOM
cMecH OyJlleT paBeH:

124,8 mr - 100 M

236 Mr - X M1
X=236x100/124,8=190 (189,1) M1 rpyTHOr0O MOJIOKA WJIN aAANITUPOBAHHOI MOJIOYHOM
CMECH.

3. 2-i1 oram: exxeqHeBHOE 00111e ToTpebnaeHue Oenka 14,75 r, COOTBETCTBEHHO 00beM Oenka
B 190 M1 TpyTHOTO MOJIOKA UJTU a/lallTHPOBAHHON MOJIOYHON CMECH COCTABUT:

1,2r - 100 mn

X r - 190 mn

X=12x190/100=228r

CooTBeTCTBEHHO, W3 crenuanu3upoBaHHou neueOHor cmecu MSUD Anamix Infant

pebeHoK aomkeH noaydnth 14,75 1 — 2,28 r = 12,47 r 6enka (0€71KOBOTO SKBUBAJICHTA).
4. 3-it aTam: ecnu crienuaiu3upoBanHas geyedHas cMmecb MSUD Anamix Infant npu

CTaHJAPTHOM Pa3BEICHHUH COJEPKUT 2 T O0eaKoBOTO SKkBUBajeHTa B 100 mut, To ee

HEOOXOMMBII 00BeM:

2T - 100 mn

12471 - x w™Mn

X=12,47x 100 /2 = 623,5 mx cnenuanu3upoBanHoii JeuedHor cmect MSUD Anamix

Infant.
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Taoéauna 1
XHWMHYECKUH COCTaB pallioHa PeOCHKa 3-X MECAIIEB C JICHITMHO30M:

MPOAYKTHI KomuuectBo | benku Kupsl YrieBoapl | KKai
MJT r r r

['pyanoe Mosoko 190 2,28 6.8 13,3 127,3

CnenuanusupoBanHas | 624 12,47 22,0 46 431

cmecs (MSUD
Anamix Infant)

Bceero | 814 14,75 28,8 59,3 5583

Ha kr maccel Tena 2,5 4,9 10 95

5. Tlomy4yeHHOE KOJIMYECTBO IPYAHOTO MOJIOKA U CMECH CIIEyeT pABHOMEPHO
pacrpenesnTh Ha 6 KopMIeHUH. J{71s1 BOCIIOIHEHUS SHEpreTUYeCKor NOTPeOHOCTH
pebeHKa BO3MOXKHO UCoNb30BaTh Toko3y (10 r= 100 mu 10% pactBopa=40 xkam) st
pa3BelieHus CHEeLUATM3UPOBAHHON CMECH WJIH 100aBIIATh ManbToAeKCTpuH (10 r B cyTkH
=40xKaj) B FTOTOBYIO K yIIOTPEOJIEHUIO CMECh, PABHOMEPHO PACIIPEAETIUB €r0 MEXKTY
kopmiieHussMU. [Ipu 6-Tu pa30BOM KOPMIIEHUUH NIPUMEPHO 1,5 I' ManbTOAEKCTPUHA B
KaX/10€ KOPMJICHHUE * - B 3aBUCUMOCTHU OT KOHLIEHTPAIIMM aMUHOKHUCIIOT B IJIa3Me KPOBU
(TMC) BO3MOKHA KOPPEKLIMs KOHLIEHTPAlMK  W30JICHIIMHA U BaJIMHA.

IIpumep Ne2:
Bo3spacr 4 mec, macca tena 6,5 Kr.
VYposens neituHa ceiBOpoTKH 1800 MMOIB/IT
1. TlorpebuocTh Oenka: 2,5 /kr=2,5x6=15T
Jletinmna: 40-100 mr/Kr Beca, HO Tak KaKk ypOBEHb JICHIIHA CBIBOPOTKH MOBBIILIEH, CIIEAYET
YCTaHOBUTH OoJiee HU3Koe nmorpedsenue neimua — 40 mr/kr = 40 x 6 =240 mr.
[TorpeGHOCTH B 9HEPrHUM HE MeHee 85 KKaJ/Kr.
2. 1-i1 oranm: HeoOxoauMasi HopMa moTpedneHus neriuHa 240 Mr/cyT, rpyaHOE MOJIOKO
WM aIallTUPOBAHHAsT MOJIOYHAs CMECh COAEepKUT npumMepHo 1,2 r 6enka B 100 mut, 9To
cooTtBeTcTBYeT 124,8 Mr nelinmHa (B 1 r Oenka MOJIOYHBIX MPOAYKTOB coaepxkuTcs 104 mr
neiinuHa). ExxetHeBHBIN 00beM IpyHOI0 MOJIOKA WIIM aJallTUPOBAHHON MOJIOYHON CMeCH

OyZIeT paBeH:
1248 mr - 100 mn
240Mmr - X MI

X=236x100/124,8 =192 M rpyIHOTO MOJIOKA MJIU aJalTHPOBAHHON MOJIOYHON CMECH.
3. 2-if oTam: exxeHEBHOE 0011Ie MoTpediieHne Oenka 15 T, COOTBETCTBEHHO 00beM Oenka
B 192 M1 rpyTHOrO MOJIOKA WIIM aJallTHPOBAHHOM MOJIOYHON CMECH COCTaBHUT:

1,2r - 100 mn

X r - 192wmn

X=12x190/100=23r

CoOTBETCTBEHHO, U3 ClIelUaN3upoBaHHOM neueOHoi cMecu MSUD Anamix Infant

peOeHOK oKeH nmonyuuTh 151 — 2,3 r= 12,7 r Genka (0e1KOBOT0 SKBUBAJICHTA). 4.
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3-#i oTam: ecnu crieluaTu3upoBaHHas JiedeOHass CMECh TPU CTAaHIAPTHOM
pasBesieHUH coJiepkuT 1,8 r 6enkoBoro s3xBuBasieHTa B 100 Mi1, TO ee
HEO0OXOIUMBIIl 00BEM:
I,8r - 100 mm 12,7
r - X MI
X=12,7x100/ 1,8 =705 M cieruanu3upoBaHHOM JieueOHOM cMecu HyTpuren 14 - — leu,
-ile —val.

Taoauna 2.
XUMHUYECKUH COCTaB palloHa peOeHKa 4-X MECSIEB C JICHITUHO30M:
HPOAYKTBI KomunyectBo | benku Kupst YrneBonsl | KKal
M1 r r r
['pyanoe Mosoko 192 2,3 7,0 13,4 129
CnenuanuszupoBanna | 705 12,7 21,2 46,5 437

g cmech HyTtpuren 14
- —leu, -ile —val.

Bcero | 897 15 28,2 60 566
Ha kr maccel Tena 2,5 4,7 10 94
Koppekuuu sHepreTHUecKoi IIEHHOCTH palioHa He TpedyeTcs.

[Tpumep Ne3.
Pebenoxk 3-x jet, Mmacca Tenal4 kr
1. TlepenocumocTs neinuHa — 40 MI/Kr, 4TO COOTBETCTBYET 560 MT IeHIIMHA B CYTKHU.
Cyrounas Hopma notpebiienus 6enka 1,5 r/kr — 21 r.
2. B cpennem B 1 rpamme HaTypanbHOTro 6eika coaepxutcst 70 Mr jaednunHa.
560 /70 = 8 r HarypanmpHOTO OeNKa.
3. CoOTBETCTBEHHO, KOJMYECTBO OEIKOBOTO SKBHUBAJIECHTA CHEIHATN3UPOBAHHON cmecu: 21
-8=13r.
4. DHeproueHHOCTh CyTOUHOro panuoHa nuranus 80x14= 1120 kkai.
5. Jnsg pacuyera CyTOYHOrO palMOHa M KOJMYECTBA HATYpPalIbHBIX IPOIAYKTOB MOXHO
ucnonp3oBath Tabmuny 2 Ilpunoxenus I'3 (mpuBeseHa B KadecTBe IpuUMeEpa) M
AQHAJIOTMYHBIE TAOIUIBI C JAHHBIMU 110 COJIEP’KAaHUIO JICHIIMHA B TPOIyKTaX.

Hpuaoxenue I'S. PekoMeHnayemoe coaepkaHue aMUHOKHUCJIOT B I1a3Me
KPOBH

AMUHOKHCIIOTA MMOJTB/JT MT/ T Hopwma (Mmomb/m)
JEHITUH 100-300* 1.3-3.9 50-215
BAJIUH 200400 2.3-4.6 85-200
H30JICHITUH 100-300 1.3-3.9 5-90

*PekoMenyemMasi MaKCHMabHast KOHIIEHTPAIHs B KpOBH cocTaBisieT 200 MKMOJIb / JT [71s1 MITaJICHIIEB U
netert maanmie S5 met v 300 MKMOJIB / 71 TSl JIeTel crapiie S JieT
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Ipuiaoxenue 1'6. Pa30poc KOHIEHTPALMH AMUHOKHCJIOT C PAa3BeTBJIEHHOM
LeNbI0 B IIa3Me KPOBH YCJIOBHO 310POBbIX M MALMEHTOB I€TCKOI0 BO3pacra ¢
BKC

Pa36poc koHLEHTpaluii aMHUHOKHCIOT C pPa3BETBICHHOW IENbI0O B IUIa3ME€ KPOBHU YCJIOBHO
3JI0pOBBIX M MALIUEHTOB AETCKOro Bo3pacta ¢ bKC

AMMHOKHUCJIOTa, MKMOJIB/JT Y CIIOBHO 3710pOBBIE JIETH [TanueHTHI ¢ 00JIE3HBIO
«KJICHOBOTO CHPOIIa)
W3oneitiun 26-91 200-12000
Jletiruu 48-160 5005000
Banun 86—-190 500-1800
Announ3oieHuH 0-5 72-220

IMpunoxenue I'7. PacuiudpoBka npuMedaHuii

... — Ipemapar BXOIUT B NEPEYEHb KM3HEHHO HEOOXOAUMBIX M BaKHEMIINX JIEKAPCTBEHHBIX
npenapatoB (Pacnopsixenue [IpaButenbctBa PO ot 12.10.2019 Ne 2406-p «O6 yTBepkIeHUU
NEepeyHs )KU3HEHHO HEOOXOUMbIX U BayKHEHIINX JIEKapCTBEHHBIX IpernaparoB Ha 2020 rox, a
TaKKe nepeyHein JIEKapCTBEHHBIX OpernapaToB sl  MEIUIUHCKOTO
IPUMEHEHUsT WM MUHMMAaJIbHOI'O aCCOPTUMEHTA JIEKAPCTBEHHBIX MIPENapaToB, HEOOXOAUMBIX
JUTSL OKa3aHMs MEAUIMHCKON oMoy, Pacriopsikenue [IpaButenscrBa PO ot 23 Host6pst 2020
r. Ne 3073-p # - npumenenue off-label — BHe 3aperncTpupoBaHHBIX B MHCTPYKLIUU
JIEKapCTBEHHOTO CPEJICTBA MOKA3aHUI OCYIIECTBIISIETCS 110 PELIEHUI0 BpauyeOHOH KOMHCCUH, C
paspernieHus JIOkaIbHOTo STHYECKOr0 KOMUTETa MEAMIIMHCKON OpraHn3aiuy (Ipy HaJIM4um), ¢
YCIIOBUEM MOJIUCAHHOTO HH(OPMHUPOBAHHOT'O COTJIACUs POAUTENEH (3aKOHHOIO MPEICTABUTENS)
Y TIIallMEeHTa B Bo3pacTte crapuie 15 ner;
AEX . cHenMarIM3MpPOBAHHBIM TPOMYKT JIeYeOHOTrO NUTAHUS, BKJIIOYEHHBIM B IepeueHb
CHEMATM3UPOBAHHBIX MPOJYKTOB JiIeyeOHOro mnuTaHud A jAerei-uHBanuaoB (Ilepedenp
CHeIUATU3UPOBAHHBIX MPOAYKTOB JIEUEOHOTO MUTaHMs i AeTei-uHBanuaoB Ha 2021 rog,

yTBEepkACHHBIN pacniopsbkeHueM [IpaButenbctBa Poccuiickoit deneparuu ot 7 nexadpst 2020 r.

65




