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Cnucok coxkpameHui

BKC - 6051e3Hb KIEHOBOTO CHpOTa

KIIC — kxuCI0THO-IIEITIOYHOE COCTOSHHEC

JAH®I -tect — TecT ¢ AuHUTPOGEHUITHAPASHHOM
MPT — marauTHO-pe30HaHCHAsE TOMOTpadus
MC/MC — TanieMHasi Macc-CIIeKTPOMETPHS
V3U — ynbTpa3ByKOBOE UCCIEAOBAHUE

IHHC — ueHntpanbHas HEpBHas cucTema

OKI' - sanexTpokapauorpadust

Ox0KIT - sxokapaunorpadus



TepMuHBI U onpeaeeHus
FCMOIlPlaJIPB — MCTOA BHCIIOYCYHOI'0O OYHIICHUS KPOBHU, BO BPEMS KOTOPOT'O IMMPOUCXOJUT
ylaJeHue U3 OpraHu3Ma TOKCHYECKHMX TPOAYKTOB OOMEHa BEIIECTB, HOPMAaJIH3alHs
HapyH_IeHI/Iﬁ BOOHOI'O U 3JICKTPOJUTHOT'O GaﬂaHCOB, IMpU 5TOM OYHUIICHUC KPOBU OCYHICCTBIISACTCA

yepe3 UCKYCCTBEHHYIO MeMOpaHy ¢ MPUMEHEHHUEM arapaTa «MCKyCCTBEHHasl IOYKa».

Mertaboanyecknii KpHM3 — KPUTHYECKOE, YIPOXKAIOIIEe JKU3HU  COCTOSIHUE,
CIPOBOLIMPOBAaHHOE  HEONArompuATHBIMU  (akTopamy, OOyCIaBIMBAIOUIMMHU  YCHUJICHHE
IPOILIECCOB KJIETOYHOIO KaTabolM3Ma ¢ HAaKOIUIEHHMEM IMPEUMYILIECTBEHHO JICHIIMHA U APYruX
AMHHOKHUCIIOT C Pa3BETBIEHHON LIETIBIO U MPOSIBIIIONIEECS OCTPO BO3ZHUKIIEH dHIE(anonaTuei,

JUCTOHUEH, CyOpPOraMH, IIPUCTYIIaMU PBOTBI, IPU3HAKAMU OTEKa MO3ra.

IlepuToHeaqbHBI AHAIH3 - METOJ BHENOYEYHOI'O OYMIIECHUS KPOBH, BO BpEMs
KOTOpPOT0 MPOMCXOAMUT yJajeHHe M3 OpraHu3Ma TOKCHYECKHX MPOJYKTOB OOMEHa BEIECTB,
HOpMAaJIM3aIisl HapYIIeHUI BOJHOTO U 3JEKTPOIUTHOrO OAJIaHCOB, MPU ATOM OYHILEHUE KPOBU
IPOM3BOJUTCS 32 CUET CMEHBI CHEIHMAJIbHBIX PACTBOPOB B OPIOLIHOM MOJOCTH, @ B KayecTBE

MeMOpaHbI BHICTYMAET OPIOIIMHA MallUeHTA.

Huka Kpedca (1ukn TpukapOOHOBBIX KUCIOT, LMKJI JTUMOHHOW KHCIIOTBI) — CIOXKHBIH
HUKIUYECKU (DepMEHTAaTUBHBIN MpOIEcC, IPU KOTOPOM B OpraHU3ME MPOUCXOTUT OKHCIIEHHE
MAPOBUHOTPATHON KHCIIOTHI C 00pa30BaHUEM YTIIEKHCIIOTO Ta3a, BOJbI U dHepruu B Buae ATO,
3aHMMaeT IEHTpalbHOE TMOJOKEHUE B 00IIel cucreMe oOMeHa BEIIECTB U IHEPrHH KUBBIX

OpraHU3MOB.
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1. KpaTrkas undpopmanus

1.1 Onpenejienue

BoJjie3Hb «KJEHOBOr0 CHPOMAa» — HACJIEJICTBEHHOE 3a00JeBaHUE U3 TPYIIIBI
OPTaHWYECKUX alHUJAEMHH, OOYCIOBICGHHOE NOe(PUIIMTOM JETHAPOTEeHa3bl KETOKHCIOT C
Pa3BETBICHHON IEMbI0O W HaApyIIEHHEM MeTa0oJiu3Ma aMUHOKUCIOT JICHIIMHA, W30JICHIIMHA,

BanrHa. OTHOCHUTCS K KJIacCy peakux (opdaHHbIX) 3a00JIC€BaHHIA.

1.2 DTHOJ0THSA ¥ NATOreHe3

3a0oneBaHue BBI3BAHO JCPHUIIMTOM JETHUAPOTEHA3bl KETOKUCIOT C pa3BETBICHHOU
IIeNbI0, 00ECIIeUNBAIONICH OKHUCIUTENbHOE J1eKapOOKCHIMPOBaHHE (BTOPOW 3Tam KaTaboau3Mma)
JeHIHa, W30JICHIIMHA W BaJMHA. OJTOT MYJIbTU(EPMEHTHBI KOMIUIEKC HMEET CIIOKHOE
cTpoeHue u coctouT u3 4 OenkoBbix coeauHeHuit: E; (o u P-cyobenunuuimi), E; u Es.
Kodepmentom E; B-cyObenuHHLBI CIYXUT THaMUH nupodocdat. YcTaHOBIEHA JTOKAIH3AIH
I€HOB, KOIMPYIOIIMX OTJENbHbIE KOMIIOHEHThl JaHHOIO SH3MMHOIro Komiuiekca: Ei1 o-
cyobequnaunibl (rei BCKDHA) - 19913.1-q13.2; E; B-cyobeaunuist (ren BCKDHB) - 6p22-p21;
E,-iporenna (rem DBT) - 1p31; Es-mporewna (ren DLD) - 7031-q32. Tun HacnemnoBaHHs
3a00J1€BaHUs — AyTOCOMHO-PELIECCUBHBIM.

ITaTorenes 3aboseBaHus CBSI3aH C HapylleHHEM OOMEeHa W HaKOIJIECHUEM pa3BETBIEHHO-
[EMOYEYHBIX AMUHOKHUCIIOT, HAKOIJICHUEM B OHMOJIOTMYECKUX S>KUIKOCTAX HMX JEpUBATOB — 2-
KETOM30KaIPOHOBOM,  2-KETO-3-METWJIBAJCPUAHOBOH,  2-KETOM30BAJIEPUAHOBOH  KHUCIIOT.
OcHoBHOHM HelpoTokcnueckuii 3PdeKkT 0O0YCIOBICH BBICOKMM YPOBHEM JICWIIMHA U €ro
MeTaboauToB. OTMeuaeTcd AeUUUT OPYruX HEUTpalbHBIX aMHUHOKUCIOT (ajJaHWHA, IVIMIUHA,
rJlyTaMUHa, THUPO3HMHA, TpuntodaHa M Jp.), CTpaAaeT UX BHYTPHKJIETOYHBIH TPAHCIOPT, YTO
BEJIET K HEHPOMEIMATOPHBIM PacCTpOCTBaM. boJIbIIyI0 POk B IaTOT€HE3€ UIPAET KETOALUA03,
TUIIOHATPUEMHUs, OTeK M  arpoduss TKaHM MO3ra, BTOpUYHAs TUIEPAMMOHUEMHUS,
HEI0CTaTOYHOCTh TTIIOKOHEOTE€HE3a U TMIIOTIIMKEMHUS, a TaKkKe AUCOYHKIUS MUTOXOHPUAIBHON
JIBIXAaTEIbHOM LEeNH U OKHCIUTEIBHOTO (POChOpHUINPOBAHUSL.

[Tpu 3a0oneBanuu, cBsizaHHOM C Aedexkrom Esz-mporenHa, maroreHe3 Ooiiee CIIOKEH.
VYkazaHHas CyObeAMHHUIIA CITYKUT KOMIIOHEHTOM HECKOJIBKUX MYJIbTU(EPMEHTHBIX KOMIICKCOB:
JETUAPOreHa3bl KETOKUCIIOT C Pa3BETBIECHHON IIETbIO, MMPYBATAECTHIPOI€Ha3HOIO KOMIUIEKCa U
0-KETOTJIyTapaTIerupOreHa3Horo KOMIUIEKCa, MPUHUMAIOLIMX ydacTHe B MeTaboau3Me
nupyBara u (¢yHkuuoHupoBanuu I1mkia KpeOca. CrneacrtBuem naedekra 3THX KOMILJIEKCOB
SBIISIIOTCSL PAacCTPOWCTBA KJIETOUHOW OMOIHEPreTMKHM U JIAKTaT-allKi03, MO3TOMY JAHHBIN

BapUaHT OOBIYHO KJIACCH(PUITUPYIOT KaK MUTOXOHIpHAIbHOE 3a00JICBaHHE.



Cxema MeTaOONMYECKUX HAPYIICHUH, HAOMIONAIOMIMXCS TpH «OOJE3HH KJIEHOBOTO

cuponay, npeacrasieHa B [Ipunoxennn I'1.

1.3 DnuaeMuoJ10rus

3a0osieBaHME BCTpEUAeTCA B PA3IMUHBIX MOMYIANUsAX. YacToTa cpeu HOBOPOKIACHHBIX

1:185000.

1.4 KogupoBanue no MKBE-10

E71.0 — bone3Hp «KJIEHOBOTO CHPOTIa.

1.5 Knaccudukanus

Brinensror cienyromye KIMHUKO-TeHETHIECKUe GOpMBI 0OJIE3HU KIIEHOBOTO CHPOIIA!
KJIacCU4ecKasi, WJId HeoHaTalbHas (HanboJiee yacrasi),

MIPOMEKYTOYHAS;

MHTEPMUTTUPYIOLLAS;

THaMWH-3aBHUCHMas,

O O O O O

oOycnoBneHHass neduiurtoMm Ejz-mpoTemHa W COMPOBOXKIAMOIIASCS JIAKTAT-AI[A030M

(MUTOXOHJpUANBHOE 3a00JIEBAHNUE).

1.6. IlIpuMepbl HOPMYIHPOBKH IMATHO30B

0 bonesnv «knenosozo cupona»

0 Jleiiyunos

2. JIMarHOCTHKA

2.1 Ka100bI M1 aHAMHE3

YV 0oemeii epyonoco eo3pacma - peskoe yxyouieHue obuje2o coCmosaHUsL NOCe KOPMIeHUs
2PVOHBIM MOJIOKOM UMU MOJOYHOU CMECblo (HepeoKo ¢ Nepevix Hedelb JHCU3HU), 8510CMb ULl
NOBbIULEHHAs. 8030YOUMOCMb, YIOPHASL PBOMA, OMKA3 OM NUWU, BO3MONICHBL CYOOPO2U, NOMeps
CO3HANUA, KOMAMO3HOE COCMOsAHUE, YUAHO3, HapYUleHUe ObIXAHUS.

YV Oemeii cmapwe 1 200a — 3a0epiicka NCUXOMOMOPHO2O DA3BUMUS, YMCMEEHHAs
OMCMANOCmMy,  SPUMEMAmMo3Hble  BbICLINAHUA, — Yacmvle  UH@EKYUOHHble — 3aD0Ne8anusl,
CYOOPOIICHBLU CUHOPOM. [151 OONbUWUHCMBA OONILHLIX XApaKmepeH cneyupuueckull 3anax Moyu.

B anamnesze 603modcHbl  yKazamus HA POOCMBEHHbL Opak, Haaudue cubcog ¢
AHANOCUYHBIMU KIUHUYECKUMU NPUSHAKAMU 3A001€8AHUS, HATUYUE NPOBOYUPYIOWUX (DAKMOPO8:

O ynompebnenue  OOIBLUIO2O — KOauuecmea  0Oeiko6ou  nuwju  OONbHLIM € ewe

HEeYCMAaHOBNIeHHbIM OUACHO30M UNU Npuem NUUe8020 HAmypaibHo20 benka (HapyuieHue



Oouemvl), npesviularOuiem MoiepaHmHoCms pebeHKa ¢ NOOMblePAHCOCHHBIM OUACHO30M
FKC;

O OaumenbHOe 20100aHUe, HEONPABOAHHbIE 02PAHUYEHUs. 8 Oueme, HU3KAS KALOPUUHOCb
nUWEeB020 PayUoHda,

O UHMepKYyppeHmHble PecnupamopHvle U  HCelyOOUHO-KUUeYHble  UHDEeKYUOHHbIe
3abone6anus,;

O @usuueckas uiu NCUXOIMOYUOHATbHASL HASPY3KA.

O HesvblnoONHEeHUe panee HA3HAYEHHbIX 6pAYOM Meponpuﬂmuﬁ.

2.2 Pu3uKajJIbHOe 00CIe10BAHUE

Knaccuueckass  ¢opma  xapaxmepuzyemcs — msdicenviM — 0OWUM — COCMOSIHUEM,
2eHEePANU308AHHBIMU CYOOPO2AMU, NOBLIUEHHOU 8030YOUMOCIbIO (Pe3KUll KPUK), OMKA30M Om
UL, YNOPHOU  PBOMOL, MbIUEYHbLIM — 2UNEPIMOHYCOM,  NPUSHAKAMU — 00E380MCUBAHUAL.
Boszb6ysicoenue cmensemcs  8a10cmoio,  yeHemeHueM UYEeHMpAlbHOU HEePEHOU  Cucmembl,
coMHONleHyuell, KOMOU, NoAeiaemcs napaooKkcalbHoe ovixauue, caabwii nyavc. Illepuoowvi
MbIUEYHO20 2UNEPMOHYCa YepeOVIOMCs ¢ 8blpadceHHol cunomonuetl. Obpawjaem 6HumManue
HeOObIYHbIL  APOMAMUYECKUll 3anax MOYlU, ONUCAHHLIL KAK 3anax KIeH08020 CUpPONd.
3abonesanue npomexkaem OueHb MANCENO U HEPEOKO NPUBOOUM K JNeMATbHOMY UCXOOY
(0CHOBHOU NPUYUHOU CMEPMU CTLYHCUM OMEK MO32a).

B oanvneliwiem oOemu 3HauumMenbHO OMCMAM 6 NCUXOMOMOPHOM paszeumuu. B
HeBPOJIO2UYECKOM CMamyce ONnpeoensiemcs: MvluledHas OUCMOHUS, NUPAMUOHbIE HAPYUIeHUs,

CYOOPOICHBLU CUHOPOM.

2.3 JIaGopaTopHasi AMarHoCTHKA

ﬂuaznocmuka boe3HU KIeH08020 cupona OCHoeaHa HA axnaluse pO()OCJZOGHOIz, OYEHKE
OaHHbIX aHdAmMHesd, KIUHUYEeCKUX I’lpOﬂ@ﬂ@HulZ, pes3yibmamax aHaiuza yYpoeHAa AMUHOKUCIION
Jzeﬂuuna, u30ﬂeﬁ14uﬂa, ealuHa 6 Kposu ¢ noocyemom COOMHOUICHUS JZ@IZL;MH/GJZCZHMH,
onpedeﬂeHuu no4eyHoll IKCKpeyuu opcaHuvecKkux xKuciom - 2'K€m0M30Kal’lp0H06012, 2-kemo-3-

MemunealepuanoBol, 2-Kemouzoeaiepuaiosol.

e PexoMmeHyeTcst onpeiesieHHe KUCIOTHO-IIEIOUHOTO COCTOsIHUS KpoBH (Cito!)
(Cuia pekoMeHaanum A; ypoBeHb YOeIUTeIbLHOCTH 10KA3aTeNbCTB I)
KommenrTapuu: npu nocmynnenuu pebenka 6 msdNCEIOM COCMOAHUU 6 KpPOBU
onpeoensemcsa  MemabONUdecKutl — Kemoayuoos, cUNOHAmMpUemMus,  2UN02NUKeMUs.,
conpogodfcoarowuecs y2po3ou omeka Mmo3ea U mpeodoyiowjue UHMEeHCUBHOU KOppeKyuu

suisienennwvix Hapyuenut [1,3,5,6].



Pexomenayercs wucciemoBaHue COACP)KAHUS AMHUHOKHCIOT, OPTaHMYECKHX KHCIIOT,
AIMJIKAPHUTUHOB B KPOBM M MOY€ MPHU MOJO3PEHUH HAa HACIEACTBEHHOE HapyIICHUE
aMHHOKHCIIOTHOI'0 0OMeHa 10 Hayaa jeuenus [1,3,5,6].

(Cuna pekomenaanum A; ypoBeHb YOeIUTEeIbHOCTH 10KA3aTeJAbCTB |
KommenTapmii: noxasano onpeoenenue ypoHs aMUHOKUCIOM JeUYUHA, U30TEUYUHA,
8ANUHA 8 KPOBU C NOOCHUEMOM COOMHOWEHUS NelyUuH/alaHut, onpeoeieHue NnoYeyHoul
9KCKpeyuu Op2aHUyecKux KUCiom - 2-Kemou30KanpoHogoll, 2-kemo-3-
Memunsaiepuarosol, 2-Kkemouszosaiepuanosoli Bo3MoxHbIe KoJIeOaHUsS KOHIICHTPAIUU

AMHWHOKHMCIIOT B IIJIa3M€ KPOBU IMPCACTABJICHLI B ma5ﬂuue 1.

Ta6auua 1 - Pa3d6poc KOHLIEHTpAIil aMUHOKHCIIOT C Pa3BETBICHHOH 1IETIBIO B TIa3Me KPOBU

YCIIOBHO 310poBbIX U 60bHBIX BKC nereit

AMHHOKHCIOTa, MKMOJIB/T Y CIOBHO 3710pOBBIE I€TH TTamueHTs! ¢ 00JIE3HBIO
«KJICHOBOTO CHPOTIa
W3oneiinua 26-91 200-12000
Jlenna 48-160 500-5000
Banmunu 86-190 500-1800
AJsuion3oseinua 0-5 12-220
e PexkomeHmyercs ompenencHUE BBICOKOCMENU(UYHBIX MapkepoB 3a0oneBaHus L-
AJTTON3OJIEHIINH 51 THIPOKCHUU30BAICPHAHOBAS KHUCIIOTa (mpou3sBoIHBIE
HaAKaILIUBAIOIAXCS MPOIYKTOB aHOMAJILHOTO obOMeHa L-u3oneiinuna u

KETOM30BAJICPUAHOBON KHCIIOTHI), KOTOpbIE OOHApYXMBAIOT B KPOBU OOJBHBIX JIETEH
[1,3].

(Cuiia pekoMeHAaMU A ypOBeHb YOEAUTEILHOCTH I0KA3aTeIbCTB 1)
PexoMenyercsi B kaueCcTBE OCHOBHBIX METOJIOB MOATBEPKICHHS AUAarHO3a UCIIOIb30BaTh
TaHneMHyI0 Macc-cnekrpomeTpuro (MC/MC), aMMHOKHUCIIOTHBIN aHaau3 C MOMOIIBIO
ra3oBoil xpomarorpaduu.

(Cuna pekomeHaanum A; ypoBeHb yOeIUTeIbLHOCTH 10KA3aTeNbCTB 1)

He pexomenmyercsi cTporo o0si3aTebHOE MOJICKYISPHO-TCHETHYECKOES OO0CIICIOBaHHE
BCex manueHTtos [3,5].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

PexoMeHnayercsi omnpeneneHUEe MEPBUYHOTO MOJIEKYISIPHO-TEHETHUECKOTO jaedexkTa B
IJIaHe MpeHaTaIbHON M MPEUMIUIAHTAI[MOHHON JUarHOCTUKH B MH()OPMATUBHBIX CEMbSIX
[3,5].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIHLHOCTH I0Ka3aTeabCTB 1)




KommenTapuii: 0ra  noomeepoicoenus — 0uasno3a  NPoBOOUMCS — MOAEKYIAPHO-

eeHemuyecKkoe ucciedosanue 6 0o1acmu 2eHos.

[0}

[0}

(o]

(o]

BCKDHA (MSUD mun 1A);
BCKDHB (MSUD mun 1B);
DBT (MSUD mun 2).
DLD (MSUD mun 3)

Haubonee wacmo ecmpeuaromca mymayuu 6 cene BCKDHB (~60% s6cex cnyuaes).

Mymayuu ¢ eene DLD 6edym x ocoboii popme bonesnu, xomopas paccmampueaemcs

Kaxk mumoxonopuanvroe 3abonesanue. [1,3,4,5].

2.4 NHCTpYMEHTAJIbHAS AMATHOCTHKA

Pexomenayercst mpoBeieHHEe MarHUTHO-PE30HAHCHON TOMOTrpadu TOJIOBHOT'O MO3Ta IS

BBISIBIICHUSI TPU3HAKOB TU(PPY3HOTO OTEKa MO3rOBOH TKaHM (OCOOCHHO B OCTPBIN

MepuoJ), U3MEHEHHUs Oeoro BelecTBa MO3Ta, MO3KeUKa W Oa3albHBIX TaHTJIMEB, B

YacTHOCTH, OeJioro mapa, Tajamyca, CTBOJIa MO3Ta, BHYTPEHHEH W Hapy>KHOM KariCyJibl
[1,3,5].

(Cuna pexomenaanuu B; ypoBeHb yoequTesbHOCTH T0Ka3aTeabCTB |1)

Pexomennytorcst penrrenorpadmus, snekrpokapauorpaduu (OKI'), sxokapauorpadum

(Ox0KT), yiabprpasBykoBoro uccienoBanus (Y3UM) opraHoB OproIIHON MOJIOCTH M TIOYEK,

o(TaTbMOCKOMHS IPOBOAATCS 110 MoKa3aHusm [1,6].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

2.5 Nuas auarHocTuka (KOHCVJILTATHBHAS MOMOIID)

Koncyﬂbmamuenaﬂ nomouwb cneyuaitucmoe nayueHmam c nodos‘penue/w Ha Oone3tb

KIIEHOB020 CUpona pekomenoyemcs no nokazanusm [1,6].

(Cuna pexomenaanmii C; 1ocToBepHOCTH T0Ka3aTeabcTB |1)

Pexomenyercst KOHCYIbTaIUs IcUXoHeBpoora [1,8]

KommenTapuu: neodoxoouma ecem oOemsam ¢ bBKC o0na ymouHnenus msdicecmu

nopaxcenuss L[IHC u onpedenenus maxmuxu 1e4eOHO peaburumayuoHHbIX MEPONPUIMULL

PCKOMCH,Z[yCTCH KOHCYJIbTallus AUCTOJIOTA.

KommenTapuu: neobxoouma ecem demsam ¢ BPKC 0na naznavenus namozenemuueckoll

ouemomepanuu.

Pexomenayercst KoHCyabTanus opronenaa [1,6].



KommenTapuu: noxazana npu nooospenuu Ha Haiuyue y pebOEHKA CKelemHOU

namoJiocuu.

e PekoMmeHyeTcs KOHCYJbTalus Bpaya-reneruka [1,6].

KommenTapuu: noxasana cemvsam, umerowum poocmeennuxos ¢ BKC

e PekomeHayeTcst KOHCY bTalms odranemorora [1,6].

KommenTapuu: nokasana npu nooosperuu y pebeHka namono2uu 0peanad 3peHusl.

e PexomeHayeTcst KOHCYIbTaNus Kapauoiora [1,6].
KomMmeHnTapumu: nokasana npu nooospeHuu y pebeHKa namoiocuu CcepoeyHo-

cocyoucmotl cucmembl

e PexoMeHIyeTcst KOHCYIbTAIMs TacTpodHTepostora [1,6].
KomMMmeHTapum:  noxkasana  npu  nooospenuu Yy pebeHka — Nnamoiocuu

D/C‘eﬂy()OllHOKumellHOZO mpaxkma

e PekomeHyeTcs: KOHCY bTalus awieproiora [1,6].
KomMmenTapum: noxasana npu uamuuuu y pebOeHKAa KIUHUYECKUX —HPUSHAKOG

ajjiepsudecKkux 3ab01e6anull.

e PexoMeHayeTcsl KOHCYIbTAIUs TICKHX0JI0Ta U Jioroneaa-aedexronora [1,4,6].
KomMmeHTapuu: noxazama 0na nianuposanusi uUHOUSUOYATbHOU PeaOUIUmayuoHHoU

NpOCPAMMBL NCUXOJIO20-NE0AL0SUYECKOU NOOOEPIHCKU OOILHLIM Oemell U UX CEeMbsM.

2.6. luddepenunanbHas AUATHOCTHKA

Hpoeo()umc,q C 2UNOKCUYeCKUMU nopasitCeHuimu H€p6HOL7 Cucmembuvl, 6HympudepenHovimMu
KPOBOUBIUSHUAMY, 6HYMPUYMPOOHLIMU UHDEKYUAMU U HACLIEOCMBEHHbIMU HAPYULeHUsMU
0bMeHa sewecms, 8 YACMHOCMU C Opy2UMU YOPMAMU OP2AHUYECKUX AYUOVPULL.

3. Jleuenune

Cmpameeuﬂ JleYeHUA 60JZbel)C 3aKjindaemcia 6 CHUMCEHUU 06pa306anuﬂ MOKCUUYHbBIX
Memaboiumos, npesicoe ce20, NeUYyuUHd, a MakKice U30NeUYUHA U BATUHA, NPEOYNPeHCOeHUU
paseumiu Kemoauu()osa, nopasiccerust I%KCZHGIZ 2OJI06HO20 MO32a U BHYMPEHHUX OpcaAHOE6 C

obecneyenuem npoyeccoes aHa5OJZM3Ma, HOPMAJIbHO20 pocma U HympumueHoco cmamyca oemeil.



3.1 KoncepBaTuBHOE JI€UCHUS

PexomeHyeTcsi MUETHYECKOE JIEYCHHWE, KOTOpOE HAUMHAIOT TMPH IOJO03PCHUU Ha
HACJICJICTBEHHOE HApYIIEHUE aMHHOKHCIOTHOTO OOMEHa Cpa3y IOCHe B3SATHS aHAIH30B,
HE TOKUAasACh UX pe3ynbratos [1, 3, 4, 5].

(Cunia pekoMeHAaUMU A; yPOBeHb YOEAUTEILHOCTH 10KA3aTeabCTB |)
KommenTapum: 00 NOJYyYeHUs pe3yibmamos, NnOOMBEEPAHCOAOUUX
Memabonuueckoezaboneganue, ciedyem O02PaHudums nocmynieHue Oeaxka: Oiisi Oemell
nepeozo  NOAY200Usl  HCUSHU OONYCMUMO MOJLKO 2pYOHOEe  BCKAPMIUBAHUE —UTU
BCKAPMAUBAHUE OCMCKUMU MOIOYHBIMU CMECAMU C HUSKUM coOepacanuem denxka (1,2 -
1,3 2/100 mn eoccmawnoenennoco npooykma). Jnsa oOemeii cmapute 6 mecsayeg —

UCKIIOUEHUE 8bICOKODENIKOBbIX NPOOYKMOE (Msico, meopoe, pviba) uz payuona [1, 3, 5, 6].

PekoMenayercsi crenuanu3upoBaHHas JUETOTEpaIlvs IMOCIE MOATBEPKACHUS IHarHo3a

[1, 3,4, 5].

(Cuna pexkomeHaanuu A; ypoBeHb YOeIUTEIbLHOCTH I0KA3aTeabCTB |)
KommenTapuu: Ocrogubie npunyunst cneyuaniusupo8aHHou Ouemomepanuu 8Ki04aonm.:
O cmpoeoe ozpanuyeHue OeIKa HamypalbHblX NUWEBbIX NPOOYKMO8 C Yelbl0 C8e0eHUs K

HeoOX00UMOMY MUHUMATLHOMY NOCMYNIEHUe 6 OpP2aHU3M AMUHOKUCIOM JNelyuHd,
uzoneuyuna, e6anuna. Jlna Oemeti nepeoco NOAY200Us  HCUSHU OSPAHUYEHUE
pacnpocmpansiemcsi Ha MAmMEPUHCKOe MOJIOKO, OemcKue MOJ0UHble Ul COegble
cmecu, 01 0emeti 8Mopo20 NONY200Usl HCUSHU U Cmapuie — 3anpem Ha 88edeHue 8
Kayecmee NPUKOPMA BbICOKOOENKOBbIX NPOOYKMOG (Maca, pulbvl, meopozd, Auy,
MOJIOUHBIX NPOOYKMO8, 60008bIX U M.O.);

O obasamenvHas  Komnewcayus Oeguyuma Oerka 3a  cuyem  UCHONb30BAHUSL
Cneyuanu3upoBaHubiX cmecell Ha OCHO8E AMUHOKUCIOmM 0e3 JNelyuHd, U3oneuyunda,
8aNUHA, COOMBEMCMBYIOWUX BO3PACMHBLIM NOMPEOHOCMAM peDeHKA 6 OCHOBHbIX
nUWEesbIX Bewecmeax u dHepeuu. B Hauane neuenus u 6 nepuoo memadoruyecKux
Kpuzo8 6 meyeHue 24 — 72 wuwacoe (He Ooree!) ucnonv3zoeamv MONLKO
Cneyuanu3upoBaHHyI0 CMeCo AMUHOKUCION,

O obecneueHue 0OCMAMOYHOU dIHEPEMUYECKOl YEHHOCMU PAYUOHA Oisi NOOOEPHCAHUSL
npoyeccos anaboausma u npedomepaujeHuss AKmusayuy Kamaboaiusma,

O obecneyenue nayueHma 0OCMAMOYHbIM KOIUYECHBOM HCUOKOCMIU,

O OpobHble KOpMIeHUs 0e3 ONUMENbHbIX Nepepbleos 60 U3bedcanue 20100aHUs,

0CcobenHo y Oemetl 2pYOHO20 U PaAHHe20 803paAcma ;



o

obyyeHue pooumeneli NpasUIAM OpP2AHU3AYUU OUEMOMEPANUU 8 MeNCNPUCTNYNHBII

nepuoo u 8 nepuoo yepo3vl MemaboIUyecKo20 Kpusda.

e OOumii Oenok se4eOHOrO palMOHa B MEXKIPHUCTYIHBIM TEPHOA PEKOMEHIO0BAHO

paccUYMTBIBaTh MCXOMS W3 BO3pacTHBIX moTpeOHocTer pebenka ([Ipumoxenue [2), a

TaKkK€ C YYeTOM TOJEPaHTHOCTHU TMalueHTa K OelKy B 3aBUCUMOCTH OT (OPMBI

3a00/I1€BaHUs U TSHDKECTH €TI0 TEYEHUS.

(Cuna pexomenaanuu B; ypoBeHb yoequTesbHOCTH T0Ka3aTeabCTB |1)

KommenTapun:

0]

Tabéanna

K6OmMa 0OenKka HAMmypaibHblX HPOOYKMO8 HA3HAYAEMCs C YYemoM MUHUMATbHOU
nompeOHOCmU 8 NAMO2EHeMUYECKU 3HAYUMBIX AMUHOKUCIOMAX - Jleliyune, GaluHe,
uzoneuyure (Maon. 2) u ¢ y4emom cooeprHcanus Jetiyuna 8 HamypaibHvlX nPoOyKmax
(1 2 Hamypanvroeo benka codepacum om 50 0o 80 me netiyuna);

ol pebenka paszpabamvléaemcsi UHOUBUOVANbHBIUL DAYUOH, 8 KOMOPOM KE80Md
Hamypanvho2o benka cocmaeisem om 5 0o 12 2 6 cymku u obecneuusaemcs 3a cuem
HU3KOOENIKOBbIX @pyxmos,

HU3K00OEIKOBbIX KPYN U NPOOYKMO8 HA OCHOBE KPAXMAA),

nPOOYKmMos (o6owell, cneyuanu3upoOBaHHbIX
C yenvlo Komnencayuu oeuyuma OeiKa UCNOIb3VIOMCS CNeyUaru3upoSaHHble
NPOOYKMbL HA OCHO8E AMUHOKUCIOM Oe3 JlelUyuHa, uzonieliyuna u eaiuna (maon. 3) u
000a8KU OMOENbHbIX AMUHOKUCIOM BANUHA U U30NEUYUHA,

2 - OpHEeHTHUPOBOYHASA NOTPEOHOCTh B M30JICHLIMHE, JICULIMHE U BAIMHE Y JIeTeH ¢

00JIE3HBIO «KJICHOBOTO CHPOIIa» B 3aBUCUMOCTH OT Bo3pacra™*

CyrouHasi TOTPeOHOCTh B AaMHHOKHCIIOTaX MI/KI MacChl Tela
Bo3zpact 60spHBIX

N3onennun Jlennun Banun
0 -6 mec. 30-90 40-100 40-95
7 —12 mec. 30-70 40-75 30-80
1-3rona 20-70 40-70 30-70
3 -7 ner 20-30 35-65 250-490
7-11 ner 20-30 30-65 30-50
11-14 ner 20-30 30-60 25-40
14-18 net 10-30 15-50 15-30

*- amanTupoBano u3 [3].

Tab6auna 3 - Cnenuanu3upoBaHHbIe TPOAYKTH HA OCHOBE aMUHOKHCIIOT 6€3 JIeirHa,

W30JICHIIMHA U BaIMHA*.

HaunmenoBaunue
MpPOAYKTa

benok
(3kB.) T

Kup,
r

YriueBonsl,
r

DHepreTu
qyeckast

OCHHOCTD, KKaJ

Bo3zpacr
MIPUMEHECHUSI




Hytpuren 14 14 23 50,4 470 orOmo1r.
—val,- ile,- leu

Hytpuren 20 20 18 50,3 443 crapure | r.
—val,- ile,- leu

Hytpuren 40 40 13,1 31,3 401 crapure | r.
—val,- ile,- leu

Hytpuren 70 70 0 3,9 296 crapuie 1 ronga
—val,-ile,- leu

MSUD Anamix 13,1 23 49,8 466 orOmolr.
infant

MSUD Maxamaid 25 <0,5 51 309 crapie 1 T.
MSUD Maxamum 39 <0,5 34 297 crapiie 1 r.

*- BCE MPOAYKTHI 3apETUCTPUPOBAHBI HA TEPpUTOPHUH PD.

O coldeporcaHue neuyuna 8 NpoOYKmax omauyaemcs eapuabenbHocmoio. Pexomenoyemces

NnonbL306aMbC  OOHUMU Cnpaeo4YHbiMu mamepuaiamu no XumMuvyecKkomy cocmaey

npodykmoe, mak KakK 6 pasnvlx Cnpaso4YHUKAx OaHnHble Mo2cym OmiudamsvcCs,

O O0na obnecueHuss pacuemos JelyuHa 6 HNPOOYKMax yenecooopasHo npumMeHsams

cmanoapmuvle  mabauyvl, coodepocawjue  OaHHblE O

coomeememsyiowe2o 50 me nevyuna (maon. 4).

Konuuecmee NpoOyKma,

Tadauua 4 - OpueHTUPOBOYHOE KOJIMYECTBO HEKOTOPBIX MPOAYKTOB, COOTBETCTBYIOMIEe SO Mr

JIeHIuHa.

[TpomykThI KomunuecTBo benox (1) Jletitun (Mr)
KopoBse Mos10K0 15 M 0,5 50
Kaprogens 60r 1,0 55

Puc 25r 0,6 47
Bbpoxxonu 451 1,4 51
nuaar 20r 0,4 54
Banansr 55T 0,7 53

Ilpumepnwiti  cymounsiti Habop npoOykmos O0isi pebeHKa OOWKONbHO20 B803PACmda

npugeder 6 [lpunoscenuu 3.

e PexomeHayercst KoMIeHcauus JeguuMTa H30JeHIMHA H

MOHO/100aBOK COOTBETCTBYIOIIMX aMHHOKHUCIOT [1,3,4,5].

BaJilmHa C IIOMOIIbBIO

(Cuna pexomenaauuu B; yposeHnb yoequTesbHOCTH T0Ka3aTeabeTB |1)

Kommentapuu. [lompebnocms 6 uzonetiyune u eanume Hudice, yem 6 jeuyune. Eciu

Habmooaemcs pe3Koe CHUdMCEeHUe u30ﬂeﬁuuna u ealuHa 6 njaasme Kposu, mo mocym

paseueamsvcs masicennlil 3Hmep0namu1¢ecxuﬁ aKpoc)epMamum u mezanobracmuyeckas




anemus. Hauanvnas 0osa uzoneiyuna u/unu eanuna 50-100 me 6 cymxu (8 06a npuema) ¢

Yenvro N000EPIHCAnUsL UX YPOBHS 8 cbigopomie kposu He Hudice 200-400 mxmonv/n

e PexoMmeHayercs Ha3HAUCHHE THAMHHA B JICUCOHBIX JO3MPOBKAX MPH THAMUH3aBHCUMOCH
dhopme 3abo0s1eBaHMS.
(Cuna pexomenaauuu B; yposeHnb yoequTesbHOCTH 10Ka3aTeabeTB |1)
KomMmeHnTapuu: 011 ouacnocmuxu muamMuH-3a8Ucumol popmol 3a001e8anusi NPOBOOM
npobdHoe leyeHue MUaMUHOM, KOmopulil HazHayaemcs 8 0oze 10 me/ke/cym cpokom Ha 2
Hedenu. Hopmanuzayus yposHs pa3zeemenieHHO-YeNnouyeyHblX AMUHOKUCIOM U UX
Memaboaumos 6 Kposu U moue Odem OCHOBaHue Ol NOOMBEPHCOeHUS  MUAMUH-
sasucumoti gopmul BKC. B Oanvuetiwem oemu RpOOONNCAIOM NOLYYAMb MUAMUH ™
(A11DA) 6 0osze 50-300 me/cym, 0ononHumenbHO HA3HAYAIOM OUEMUYECKOe JledeHUe C

VMEpPeHHbIM o2paHuyeHuem beika namypaibhvix npooykmos [1,3,4]

e PekxomeHayeTcsl Ha3HAYCHUE JIEBOKApHUTHHA BceM 00bHBIM ¢ BKC.
(Cuna pexomenaanuu C; ypoBeHb yOeIUTEIbHOCTH J0Ka3aTeabCTB |1)
KommenTapuu: nesoxapnumun Hazuauaemcs ¢ yeavlo  YCUNEHUS  C8A3bIBAHUS
Memadonumos amMuHOKUCIOM C PA36emeleHHOU Yenvlo OOIbHLIM HA OIUMENbHbIL CPOK
(3-6 mec.) 6 3asucumocmu om eo3pacma HazHauaom negoKapHumun uz paciema 50-75

me/ke/cym (8 2-3 npuema 6 meuenue cymok) [1,3,5,6].

L4 PCKOMCH,Z[yCTCH Mo TI1IOKa3aHWsIM HA3HAYCHUC AHTUKOHBYJIBCAHTOB W HOOTPOITHBIX
npemnaparos [1,8].
(Cuna pexomenaauuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)
KommenTapuu: npenapamvl  npumensiom ¢ OCMOPOICHOCHbIO 60  u3zbedxcanue

nposoxkayuu snujienmudecKux npucmynoes noo HabwoeHuem ncuxornespoJioea.

e PckOMeHIyeTCs Ha3HAUYCHHE BUTAMHHOB TPYIIBI «B)» B BO3PACTHBIX 038X B KOMILIEKCE
neuenus nereit ¢ BKC [1,3,5,6]

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH I0Ka3aTeabCTB 1)

3.2 JleyeHue B Nepuoa MeTad0JINYeCKOro Kpu3a

Jleuebnwvie meponpuiamus HanpaesjieHvl HdA 6blcmpoe npekpaujeHue HAaKonjieHusd u
ycuiernue 6bl8eOeHUs. U3 op2anuIma pa3eemeleHHO-Yeno4eunvblx aMUHOKUCION (6 nepesyro

oyepeob, etyuna) u ux MOKCUYHBIX NPOU3BOOHDIX.



PexoMenyercss mpoBOIUTH JIEYECHHE B YCIOBHUSIX OTIEICHHS] PEaHMMALUU WM TaJlaThl
WHTCHCUBHOM Tepanuu [1,3,5,6].

(Cuna pexkomMeHaanuu A; ypoBeHb YOeIUTEIbLHOCTH I0KA3aTeIbCTB |)
Kommenrapuu:  Jlevenue  memabonuyeckoco — Kpuza — OOMNCHO — HAYUHANBCA
He3aMeO0IUmebHo.

Humencusnas mepanus Oemetl 6 nepuod Kpuza 6KI0UAem KOPPeKyuro Kemoayuoosd,
B00HO-91EKMPOJIUMHBIX HAPYUIeHUL, npedomepauieHue omeKka mosed, 0ONOIHUMeNbHOe
88edeHuUe 2NIOKO3bl Ol IHEP2eMmU4ecKol N000epI’CKU U YMEHbULeHU UHMEHCUBHOCTIU
npoyeccos KamaoboIusMa, aKmueayuro CeA3bl8AHUS HAKANIUBAIOWUXCA OPSAHUYECKUX

Kucjiom nymem 66e0eHUs. JIe6OKAPHUMUHA, KOPPEKYUIO duemomepanuu.

PexomeHyeTcst KOppeKkius auetTudeckoro aeuenus [1,3,5,6].

(Cuna pexomeHaanuu A; ypoBeHb YOeIUTEIbLHOCTH I0Ka3aTeIbCTBI)

KommenTapum x nposedenuro ouemomepanuu 8 nepuoo Memaboiuyecko2o Kpusa:
-nepesecmu pebOenKa Ha NUMAanue UCKIYUMENIbHO CMeCbl0 AMUHOKUCIOM Oe3 Nelyund,
sanuna, usoneuyuna (He bonee uem Ha 24-72 uaca) 6 pexcume OpPOOHBIX U UACMBIX
KOPMIAEHUU C NPOMENCYMKAMU MENHCOY KOPMACHUAMU 2-3 Yacd, 803MONCHO HENPepPbleHOe
KaneivbHoe GCKapmaueaunue yepez ungyzomam. Illpu Hanuuuu cpvieusanuil, peomsi,

omKasa om eovl — KopmiieHue dyepes Haaozacmpaﬂbnblﬂ 30HO WU 2acmpocmomy.

KonnyectBo obuiero morpebiseMoro Oenka pEeKOMEHJOBAHO HE HMXKE Oe301acHOro
yposHs (Tab:. 5) [1,2,4].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

Ta6auna 5 - [lorpeObHOCTH B OeNKe, )KUAKOCTU U DJHEPTHH Y JIETEH ¢ OOJIE3HBIO

«KJICHOBOI'O CHUpPOIIa» B IICPHUOI MeTab0JIUYECKOro Kpusa

Bo3spacr 0-12mec 1-3 roma 4-6 ner 7-10 net
Obmui Gernox 18-15 13-12 1,1-1,0 1,01 -0,99
T/KT/CyT
JHepria 150-120 110-80 80-70 60-40
Kxan/kr/cyr
Kunkocts (B T.4. BOJa,
TJIIOKO30COJICBEIC, 120 100 1200-1500 1500-2000
TJTFOKO30TTOTMMEPHBIC MJI/KT/CYT. | MI/KT/CYT. MJI/CYTKH MJI/CYT.
pacTBOpHI)

PekoMeH0BaHO 00€cCTeUuTh BBICOKOKAJNIOpUiHOE TmUTaHue (Tabn. 2) 3a cdYer
ucnons3oBanus  5-10% TUIFOKO3BI  (IEKCTPO3bI)™, TIIFOKO30IMOJIMMEPHBIX PacTBOPOB

(ManpTONEKCTPUH) B JIONOJHEHHME K CMECH Ha OCHOBE aMHUHOKHUCIOT; pacuer




IIPOU3BOJUTCS, UCXOAS U3 KAJIOPUHHOCTH | T yrieBonoB = 4 kkaji, 1 © MaabTOAEKCTpUHA
npupaBHHBaeTcs K 1 r yriresonos [ 1,3,5,6].

(Cuna pexomenaanuu B; ypoBeHb yoeuTeIbHOCTH 10KA3aTeJLCTB |)

PekoMeH10BaHO paccMOTpeTh BO3MOXKHOE MapeHTepalibHOE BBEACHHE YTIIeBOAOB (5%-
10% rar0KO03bI), a TaKXKe JUMHUIOB A0 | T/KI/CYTKH, MpH HEOOXOAMMOCTH - BBEACHHUE
uHcynuHa [1,3,5,6].

(Cuna pexomenaanuu B; ypoBeHb yoequTeILHOCTH 10KA3aTEJbCTB |)

PexomennoBano uepe3 24-72 uaca OT Hadaja JIEYEHUST MEJICHHOE IOCTEIEHHOE
BBEJICHUE MIPOJYKTOB, COJACPKAIIUX HATYpadbHBINA O€NOK, U3 pacdyera Y4 HeoOXOIUMOro
CyTOYHOTO OoOBbe€Ma B TEPBBIM NI€Hb, 2 - Ha 2-3-M JACHb, 74 - HA 3-4-Wi neHb, Jaynee B
nmostHoM oObeMe. VMICTOYHHMKOM HaTypaidbHOTO Oenka UIsl JeTeH MepBOro Toja >KU3HU
SIBIIIETCS. MATEPUHCKOE MOJIOKO/IETCKAst MOJIOYHASI CMECh, JJIS IETeH cTapiie roja TaKkxKe
HU3KOOEIKOBBIE MPOAYKTHI HA OCHOBE KpaxMmallOB, KPYIIbI, OBOIIU, PpyKThl. B mepuon
BBIXOJIa M3 METa0OJIMYECKOr0 Kpu3a C I1EIbl0 MOJJACPKAHUSI COOTBETCTBYIOIICH
SHEPTeTUYECKOW IIEHHOCTH pallioHa MPOAOKAIOT MCIOJIb30BaTh MAaJIbTOJAEKCTPHH.
[Tuma gomkHa UMETh MIAIAIIYI0 KYJTHHAPHYIO0 00paboTKy

(Cuna pexomenaanuu C; ypoBeHb yoeauTeJbHOCTH Aoka3aTeabeTs 1) [1,2,3]

PexomeH10BaHO yBelWYeHHE KBOTHI HATYpaJIbHOTO OeliKa MPOBOJUTH B COOTBETCTBHUH C
HYTPUTUBHBIM CTaTycOM peOeHKa, JUIsl JeTel IepBOro roja HU3HHU CIeIyeT YUUTHIBATH,
4TO COZEpKaHMe JeHIMHA B IPYIHOM MOJIOKE COCTaBisieT 1 Mr/mi

(Cuna pexomenaanuu C; ypoBeHb yoeauTebHOCTH AoKa3aTeabeTs 1) [1,3,5,6]

B Tsxenbix ciaydasx pEKOMEHIAOBAHO HAa3HAYECHHE MAPECHTEPAIbHOTO TMHUTaHUS C
WCIIOIb30BaHUEM aMHUHOKHUCIIOTHBIX CMECEH, JIMMHUAOB, PacTBOPOB TIIIOKO3bI I B/B
BBEICHHUA.

(Cuna pexomenaanuu B; ypoBenb yoenureabHocTn qoka3arenancts |) [1,3,5,6].

[Ipu orcyrctBuu 3ddexTa OT UHTCHCHBHOW TEparuud PEKOMEHIOBAHO PACCMOTPETH
BO3MOKHOCTh MPOBEICHHS T€MOINAIN3a WA IEPUTOHEATEHOTO JHATN3a.

(Cuna pexomenaauuu C; ypoBeHb yoeauTeabHocTH goka3areabers Il 1) [1,3,5,6].
KommeHnTapuii: no Hexomopvim — OanubiMm,  Onaconpusmuviii  3¢gexkm  daem
noooepoicanue U3onelUyuHa U 8aluHa 6 Kposu Ha evicokom yposue 500-800 mxmonv/n,
umo co3oaem KOHKYpenyuio O mpaHcnopma Jneuyuna 6 kiemky. Kpome moeo,

peKOMeH()yemc,q OONoNHUMENbHOE HA3HAYEeHUe mupos3ura, alaHuna u caromamuHa (00



100-200  me/xke) ¢ yenvio  uHeUOUpOBAHUS ~— Nepexoda  JeuyuHa — uepes

cemamodnyedanuueckuil bapvep.

PekoMeH/IyeTcst Ha3Ha4aTh OHJaHCETPOH 10 Tokazanusm [1,3,5,6].

(Cuna pekoMmenganum B; ypoBeHb yOeauTeJIbHOCTH 10KA3aTeILCTB 1)
KoMMeHTapHH: ¢ yenvio yempanenus NOSMoPHbIX NPUCHYNO8 P8omvl OHOAHcempon™
HazHayaemcs 6 cymounoti 0oze 0,1-0,2 me/ke demam pannezo eospacma, 2 me — 0emsm 6
gozpacme 2-7 nem, 4 me — oemsam 8 eo3pacme 8-12 nem (oonokpammo). [Ipenapam
MOodCcem 8600UMbCsL 6HYMPUBEHHO, 8 ceeyax Per rectum, ¢ mabaemxax uiu 6 6ude cupona

per os.

Pekomenayercss Koppekiusi MeTa0OJMYeCKOro KEeTOalua03a IyTeM BHYTPUBEHHOTO
BBEJICHHUS IIEJI0YHBIX pacTBOpoB [1,3,5,6].

(Cuna pekomenaanum B; ypoBeHb yOequTeJbHOCTH J0Ka3aTebCTB 1)
KomMmeHnTapumu: ona koppexkyuu memadoauueckoco Kemoayuoosa UCHOIb3YIOMCs
pacmeopwl 2uopoxapbonama nampus’™ (koo ATX - B05XA), Kanus xaopuo+Hampus
euopokapbonam+Hampus xnopuo. I'uopoxapoonam nampusi npumensiemcs 6 guoe 8,4%
u 4,2% pacmeopa ons yooocmea nepepacuema Ha mmonb NaHCO. Ezo odosuposka
(mmonw) onpedensemcs no ¢gpopmyne: (-BE) x macca mena (ke) X 0,3. Kpome moeo,
OObHBLIM pPEeKOMEHOYemcs uelouyHoe numve — pacmeop coovl us pacuema -1 uaiinas
nodcka Ha 200 ma 600bl, wenounvie MuHepaibhvle 600bi. [Ipu >mom noxkazamenu
KUCTIOMHO-0CHOBHO20 COCIMOSHUA KPOBU pe2yNapHo (Kadxcovle 6-12 uacos 6 3asucumocmu

om mscecmu cocmosinus) koumponupyrom (B. ).

PekoMeHyt0TCS MEpOTIPUATHS 110 TMPEIOTBPAIICHHIO THIIOHATPUEMUU U MPO(HUIAKTHKE
/yctpanenuto oreka mosra [1,3,5,6].

(Cunia pekoMeHIAUM A; YPOBEHb YOeAUTEILHOCTH J0KA3aTeJbCTB 1)
KommenTapuu: ona ycmpanenus eunonampuemuu HA3sHaA4arom 6HYmMpUEEHHOE 86€0eHUe
5-10% eunepmonuueckoco pacmeopa xaopuoa wampus™ (5-10 mOke/xe/cym) noo
KOHMPOLEM COO0EPAHCAHUS HAMPUs 8 Kpo8u OJisi 0becneuyeHus CbleOpOMOUHO20 YPOBHs
> 140 mOke/1. C yenvio nogvluleHusi OCMOIAPHOCU NAA3MbBL U BbI8EOEHUSL HCUOKOCMU U3
MKAHU MO32a UCHONL3YIOM OCMOMUYECcKull ouypemuk mannumon™ . Ilpenapam 6600sm
gHympuseHno 6 cymounou 0oze 0,5-1,5 e/xe (3a 2-3 esedenusi ¢ meuenue 10-20 mun).
Joza ons demeul nepgoeo 2oda dcusnu cocmaeigem 5-15 2/cym, 01 demeti Maaouie2o
so3pacma - 15-30 e/cym, ¢ cmapuem eozpacme - 30-75 e/cym. OcmonsipHocms niasmol

pexomenoyemcsi  coxpawsamo  Ha  ypoene  300-320 mOcm/n.  [na  ycunenus



Ode2uopamayuoHHo2o 3¢pgexma, mopmodcenus MmMyoOyIApHOU peabcopdyuu Hampus u

xnopa nasnauaiom gypocemud™™

6 003e [-3 me/ke 1-2 pasa 6 cymku (¢ uHmepsaiom He
menee 6-8 uac.). C yenvio ycmpaHeHuss dHepeemudecKko2o 0euyuma u 2uno2nuKemMun
npogoosm enympusernnoe egederue 10%-20% pacmeopa anokoswl uz pacyema 20 mia/ke

noo KOHmMpoJiem COdep.?fCClHM}Z 2/NI0OKO3bl 6 KpOGBU.

PexomeHyeTcs yBeIMdeHHe CYTOYHOM 10361 JIeBOKapHuTHHa [1,3,5].

(Cuna pekomenaanum B; ypoBeHb yOequTeJIbHOCTH J0Ka3aTeIbCTB 1)

Kommenrtapuu: /[na akmusayuu cea3vl8anus HAKANIUBAIOWUXCSL OPSAHUYECKUX KUCTOM
cymounyro 003y nesokaprumuna yseauyugarom 0o 100-150 me/ke. Ilpeonoumumenbro

GHYMPUBEHHOE UU 6HYMPUMbIUEUHOE 66e0eHUe npenapama.

3.3 Xupypruueckoe Je4eHue

PexomMenyercst paccMOTpETh NMPOBEICHHE MIEPUTOHCATFHOTO AUAIN3a WM TeMOANANIN3a
OpU  OTCYTCTBHM OBICTPOM TOJOXUTEIBHOM pEaKIMd Ha WHTEHCUBHYIO TEpaIHIo,
COXpAHSIOMIEMCSl KETOAIUI03¢ M THIIEpaMMOHHMEMHUH, Uid Oosnee 3PPEKTUBHOTO
BBIBEJICHHS TOKCHYHBIX MeTabosmToB [1,3,5].

(Cuna pexomenaanuu B; ypoBenb yoeauresbHOCTH J0Ka3aTebeTB 1)

[Mpu HU3KOH >PPEKTHBHOCTH MJIUTEIHHO IMPOBOJUMOTO KOHCEPBATUBHOTO JICYCHUS
PEKOMEHI0BaHA TPAHCIUIAHTAIUS TICUYCHHU.
Kommenrapmii: /[na 5mozo neobxooumo:
O noodcomosumsv KaAHOUOAMO8 O/ MPAHCHAAHMAYUU U 0becneyums XopouLutl
Memabonuueckutl Konmpoais nymem ouemomepanuu [7]
(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH T0Ka3aTeabCTB 1)
npedomspamums MemaboIULecKyo 0eKOMNeHcayuio 8 nepuonepayuorusiil nepuoo [7]

(Cuna pexomenaanuu B; ypoBeHb y0equTEILHOCTH 10KA3aTEJLCTB |)

Jliss  OONBHBIX, YCIENIHO TEPEHECHINX TPAHCIUIAHTAIMIO TICYCHU, PEKOMEHIYeTCS
paciiupuTh JUeTy W OOeCHeuuTh MOMOILIb B IMEpPeXOoJe Ha PACIIMPEHHYIO IHETY C
MOHHUTOPHUPOBAHUEM aHTPOIIOMETPHUYCCKHX MOKa3aTesieil u HyTpuTuBHOTrO craryca [1,3].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEIbLHOCTH I0Ka3aTeabCTB 1)

3.4 Uuoe Jeuenue

PexomeHTyeTcs ICHX0I0ro-rneaaroruaeckas mojaeps;kka 6onpubix ¢ BKC [1,3].

(Cuna pexomenaanuu C; ypoBeHb YOeIUTEILHOCTH I0Ka3aTeabCTB 1)



4. PeaOnauranusa

e [lammmentam ¢ BKC pexomenayercs mnpoBeneHUE peaOMIUTAIIMOHHBIX MEpPONPHUSTHH,

HarpaBJieHHBIX Ha nogaepxkanue ¢pyakuun [THC.

5. IllpodpuaakTuka U AMCHIAHCEPHOE HAOJIIOIeHUE

B npoyecce komniexcnHoco neuyeHus OCyujecCmensiom KOHMPOb HYMPUMUBHO2O
cmamyca u (akxmuieckoeo NUMAaHUs, KOHMpOTb NOKA3amenel KIUHUYeCKO20 AHAIU3d Kposu,
YPOBHA  2eMo2nobuna, obwe2o Oenka, arbOYMUuHA, 2NI0KO3bl, MOYEBUHbL, CbIBOPOMOUHO2O
aceneza, Hampus, aakmama, KIJ[C, amunoxuciom, c60000H020 KAPHUMUHA, IKCKpeyuu
KeMOKUCTIOM C PA36eMEIeHHOU YEeNnblo ¢ MOYOLL.

Kpamnocme nposedenus ananuzoe onpedensemcs cocmosanuem pebeHkd, Ho 8 nepuoo
UHGEKYUOHHBIX 3a001e8aHUll, NpU yepoze memadonuiecko2o kpusa — He pedce 1 pasa 6 7-10
onett, KII[C - esxceonesno 0o cmabunuzayuu noxazameineil.

Vposnu amunoxuciom 0o0nd#CHbL Oblmb NPUOIUINCEHBI K DedEPEeHCHbIM BO3PACHHbBIM
sHauenusm. Cooepicanue nelyuHda, U3ONEUYUHA U BATUHA 8 KPOBU DEeKOMEHOYemcs
nooodepxcusams Ha YposHe, Clleeka npesviularouem HopMmanvbhsie napamempul. OnmumanbHbim
cuumaemcs yposetw netiyuna 75-200 mxmonw/n (v 0emeti 0o 5 niem) u 75-300 mxmonw/n (v Oemeii
cmapwe 5 nem), npu 8vi6eOeHUuU pebeHKd u3 MemaboIuvyecKkoeo Kpusa YKA3aHHbIU YPOBEHb
JIeUYUHA CTYHCUM NOKA3AHUEM O/ HAYAId 86€0eHUsI HAMYPAIbHO20 DeKd.

B oomawmux ycnosusx 0ns KoHmpois memadoaudecko2o0 COCMOAHUAL BO3MONCHO
ucnonvb3oeanue 0Oosee O0ocmynHozo mecma c¢ Ounumpogenureuopazurom ([JHDI-mecm).
Kpamnocms nposedenus mecma onpedensemcs cocmosinuem pebenka, Ho ne pedce 1 pasz 6 7-14
OHell.

C60000mbIll  KApHUMUH 8  KPOBU  HeoOX00UMO  NoOOdepicueams Ha  YpoeHe,
coomeemcmayioujem epxmeil epanuye Hopmvl: 40-60 mxmonwv/n. Ilpu crudxicenuu noxazamens
oadice 8 npedenax HOpManbHulX 3Hadenull (Hopma 20-60 MKMOab/1) pexomMeHOyemcs Y8eauuums
003y 1e80KAPHUMUHA.

Ocywecmeansaiom KOHMPOAb HYMPUMUBHO20 cmamyca ¢ KOppeKyuell NUmanus 6
3a8uUcCUMOCmMU  OM COCMOSHUAL pebenka u e2o monepanmuocmu K 6enxy. Koumpons
Gdaxmuueckoeo numanus (XUMU4eCKko2o COCMasa payuoua) O NpeoynpercOeHus pa3eumust
OeuyumHbIX COCMOAHULL NPOBOOAM Y Oemell 8 PeaHUMAYUOHHOM Nepuode — elCeOHEeBHO, Y
demeltl nepeoco 200a xcusznu - He pedce 1 pasa 6 7-10 ouel, y nayuenmos cmapute 1 2ooa— 1 pas

6 1-3 mecaya.



CHuotcenue yposHsa 2emoznobuna, dxcenesza, ooujeco beika, anrbOyMunHa u AMUHOKUCIOM
yKazvleaem Ha HeOOCMAmOYHOCMb HYMPUMUBHOU noodepiicku. Tenoenyus k cHudxcenuro PH
Kpogu, oeuyumy OCHOBAHUL, YMEHbUIEHUE COOePIHCAHUS CB0O0OHO20 KAPHUMUHA, 2NIHOKO3bL,
Hapacmauue YpoeHs JeuyuHd, u301etyuHa, 6aIUHA U COOMHOWEHUs JeUyuH/anaHun (unu
JeUYUH/MUpo3un), yeeludeHue MOYegol IKCKpeyuu Memadoaumos KemoKUciom CryHcam
npeosecmMHUKAMU pa3eUmus Kemoayuoomuyuecko2o Kpus3d.

Ilocne ewinucku u3 cmayuoHapa pebeHOK O0NHCeH HAX0OUmbCs HA dmane
aAMOYIAMOPHO-NOIUKIUHUYECKO20 HAONI00eHUs: Y neouampa, He8ponamono2d, 2eHemuKa,
OObHBIE € CUMNMOMAMUYECKOU JNUlencuel Hy#coalomes 6 HaOI00eHul SNUlenmonod.
Koncynemayuu  Opyeux  cneyuanucmoé HazHavaiomcsi no  nokasamuam.  Eocemecauno
Heobxo0umo nposooums ucciedosanus KI[C «xposu, xoppekyuio JneuedOHO20 NUMAHUSL U
cumnmomamuyeckou mepanuu, 1 paz 6 6-12 mecayes pexkomeHOyemcs KOHMPOIUPOBANb
cooepoicanue NAMoI0UYECKUX MemaboIumos 6 CblBOPOmKe KpOSU UIU MOYe MemoOoM
MAaHOEMHOU MACC-CNeKMPOMEemPUU.

Eoicecoono oemu oondicnuvl npoxooums  yenyOneHHyr0 OUCNAHCEPUIAYUIO 8 YCILOBUSX
OHe8HO20 cmayuoHapa (OaumenbHoCms cocnumanuzayuu He menee 10 cymok), e0e makoice
0CyuecmeanAomes HeoOXooumsle peaduIumayuOHHvle MeponpUsIMusL.

IIpoghunaxmuueckue Mmepvi 6KIIOYUAIOM MEOUKO-2EHEMUYECKoe KOHCYIbMUposaHue,
NPEeHamanbHy0 OUACHOCIMUKY, BKII0Yas MONEeKVIAPHO-eeHemuyeckoe ucciedoganue obuonmama
XOpUOHA C BbIABIEHUEM MYyMAayuu COOMEEemMcmeayowe20 2eHa Ul onpeodeieHus: OpeaHudecKux
KUCTIOM 8 AMHUOMUYECKOU HCUOKOCTU.

Obcnedosanuio Ha 060ne3Hb KIEHOB020 CUPONA nooaedcam Oemu 100020 803pacma u3
cemeltl, umerwux OOIbHLIX ¢ OAHHLIM 3aDonesaHueM (8 nepeyio ouepedsb, Opamvs U cecmpwvl
001b1H020).

Meouko-cenemuueckuii puck no8MOPHO20 podcOeHUus OO0NbHO20 pebeHKa 6 cembe
cocmasnsiem 25%.

Heonamanvnuiii cxpunune 6 Poccutickou ®edepayuu e npo8ooumcsi.

6. lonoiauTeIbHAS HH(POPMALNS, BIUAIONIAS HA TeYEeHUE U UCXO/T

3a00/1eBaHuA
ITporHo3 COCTOSIHUSL U YPOBHS IICHUXMYECKOTO Pa3BUTHsS OOJIBHBIX 3aBUCHT OT (DOPMBI
3a00JIeBaHUs M CBSI3aHHOMW C HEH TSDKECTH PH3UMHOTO AedeKTa; CPOKOB Hauvajaa U aJeKBaTHOCTH
CIEIUATTU3UPOBAHHOTO JieUeHHS; d(HPEKTUBHOCTH MHTCHCHUBHON TEpaNHMK KETOAIUIOTUUECKHUX

KPH30B, BEIyIIMX K OTEKYy TOJIOBHOIO Mo3ra u riyookomy mnopaxenuto I[HC. IIpornos



3a007IeBaHUs OTHOCUTENIbHO ONAarompuUATHBIA [UIs JKM3HM TPU paHHEH JHWAarHOCTUKE W

TIIATCIbHOM METa00INYECKOM KOHTPOJIC.

KpuTtepun kauecTBa oka3aHusi MeIUIUHCKON MOMOIIH JeTAM C 00J1€3HbI0

KJICHOBOI'0O CHMpoIIa

Ta6anna 1 - OpraHn3aliiOHHO-TEXHUYECKHE YCIOBUS OKa3aHUs MEAMIIMHCKON TOMOIIH.

CrieiuaJin3upoOBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOTUYHA,

Bua MeqMIIMHCKOH MOMOIITH
MEIUIMHCKAS IOMOIIb

Bo3pacTHas rpynna JETH

YciaoBua oka3zaHus MeIUINHCKON

TOMOIIH CTallMOHAPHO, B THEBHOM CTallMOHape
DopMa oKka3aHUs MeTUIMHCKOM

IUIaHOBasg
MOMOIIH

Tabauna 2 - Kpurepuun kauecTBa OIEHKH MEAULIUHCKON MOMOIIN

z

Kpurtepun xauecrBa Cuna Yposenn
pexoMeHAaNui | yOeqUTeJIbHOCTH
peKoMeHaanuin

1 | BeimonHEeHO onpeenieHne ypoBHS aMHHOKHUCIIOT, C |
OpPTaHUYECKUX KHCIIOT, AllMJIKAPHUTHHOB B IJIa3Me
KPOBH M B MOY€ METOJIOM TaHIEMHOW Macc-
CIIEKTPOMETPUH IIPU YCTAHOBIECHUHU JUAarHO3a, Jajiee
— 7151 KOHTPOJIS JieueHus He pexe 1 p/ron

2 | IlpoBenena auerorepanus Npu yCTAaHOBICHHOM C I
JMarHo3e 00JIE3Hb «KJIEHOBOTO CHPOIIay, 1ajiee
KOHTPOJIb HE pexke 1 pa3a B rof

3 | BeimonHeHo JieueHne JeBOKAPHUTHHOM ITPH HATUYUH C |
MEAUIMHCKUX MMOKa3aHUN U OTCYTCTBUU
MIPOTUBOIIOKA3aHU I

4 | BoeimonHeHO MPOOHOE JIeYeHUE THAMUHOM JIS B 1
JMAarHOCTHKHU THaMHUH3aBHUcUMOM popmber BKC

5 | BeimonHeHo JieueHne THAMUHOM TIPH B |
THUAMHH3aBHCUMOU opme

6 | BeImoaHEHBI MEPOTIPHUATHS HHTEHCUBHOW TEparuu B |
MIPU META0OJINYECKOM KpHU3e




Cnucok JiurepaTypbl
bapanoB A.A., HamazoBa-bapanosa JI.C., boposuk T.3., Jlanogo K.C., bymyesa T.B.,
Macnosa O.U., Kyzenkosa JI.M., Xypkosa H.B., 3BonkoBa H.I'. u ap. [luerorepanus
IMpru HACJICACTBCHHBIX 6OH€3HHX AMHWHOKHUCIIOTHOI'O 06M6Ha MCTO,Z[I/I‘-IGCKOQ IINCBMO.
Mockga. 2013. 97 c.
MP 2.3.1.2432-08 "Hopmbl (pU3HO0IOTHYECKUX MOTPEOHOCTEH B SHEPTMHM W THINEBBIX
BElIeCTBaX AJI Pa3IMuHBIX rpynn HaceneHus Poccuiickoin @enepauun” (yrB. I'aBHBIM
rOCyJapCTBEHHBIM caHUTapHbIM BpadoM PD 18 nexabps 2008 1.).
Frazier DM, Allgeier C, Homer C, Marriage BJ, Ogata B, Rohr F, Splett PL, Stembridge
A, Singh RH. Nutrition management guideline for maple syrup urine disease: an
evidence- and consensus-based approach. Mol Genet Metab. 2014 Jul;112(3):210-7.
D. Chuang, R. Wynn, V. Shih, Maple Syrup Urine Disease (Branched-chain
Ketoaciduria), in: D. Valle, A. Beaudet, B. Vogelstein, K. Kinzler, et al., (Eds.), McGraw
Hill, New York, 2008.
K. Strauss, E. Puffenberger, D. Morton. Maple syrup urine disease, in: R. Pagon, M.
Adam, T. Bird, et al., (Eds.), Gene Reviews, University of Washington, Seattle, WA, Jan.
30, 2006, pp. 1993-2013, (Updated2013 May 9).
Singh RH, Rohr F, Splett PL. Bridging evidence and consensus methodology for
inherited metabolic disorders: creating nutrition guidelines. J Eval Clin Pract. 2013
Aug;19(4):584-90.
Badell IR, Hanish SI, Hughes CB, Hewitt WR, Chung RT, Spivey JR, Knechtle SJ.
Domino liver transplantation in maple syrup urine disease: a case report and review of
the literature. Transplant Proc. 2013 Mar;45(2):806-9.
Sitta A, Ribas GS, Mescka CP, Barschak AG, Wajner M, Vargas CR. Neurological
damage in MSUD: the role of oxidative stress. Cell Mol Neurobiol. 2014 Mar;34(2):157-
65.


http://www.ncbi.nlm.nih.gov/pubmed/?term=Frazier%20DM%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Allgeier%20C%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Homer%20C%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Marriage%20BJ%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Ogata%20B%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Rohr%20F%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Splett%20PL%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Stembridge%20A%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Stembridge%20A%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Singh%20RH%5BAuthor%5D&cauthor=true&cauthor_uid=24881969
http://www.ncbi.nlm.nih.gov/pubmed/24881969
http://www.ncbi.nlm.nih.gov/pubmed/?term=Singh%20RH%5BAuthor%5D&cauthor=true&cauthor_uid=22168925
http://www.ncbi.nlm.nih.gov/pubmed/?term=Rohr%20F%5BAuthor%5D&cauthor=true&cauthor_uid=22168925
http://www.ncbi.nlm.nih.gov/pubmed/?term=Splett%20PL%5BAuthor%5D&cauthor=true&cauthor_uid=22168925
http://www.ncbi.nlm.nih.gov/pubmed/22168925
http://www.ncbi.nlm.nih.gov/pubmed/?term=Badell%20IR%5BAuthor%5D&cauthor=true&cauthor_uid=23267808
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http://www.ncbi.nlm.nih.gov/pubmed/?term=Chung%20RT%5BAuthor%5D&cauthor=true&cauthor_uid=23267808
http://www.ncbi.nlm.nih.gov/pubmed/?term=Spivey%20JR%5BAuthor%5D&cauthor=true&cauthor_uid=23267808
http://www.ncbi.nlm.nih.gov/pubmed/?term=Knechtle%20SJ%5BAuthor%5D&cauthor=true&cauthor_uid=23267808
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Ipuaoxenue Al. CocraB paGoyeid rpynnsbi
bapanoB A.A. — akagemuk PAH, mpodeccop, a.m.H., mpenceaartens Mcmonkoma Corosa
neguarpos Poccnn.
BopoBuk T.J. — n1.m.H., npod., wien Mcnonkoma Coro3a neauarpoB Poccun.
BymyeBa T.B. — n1.M.H., uien Coro3a neauatpoB Poccun.
Bocko6oeBa E.HQ. — k.0.H., cT.H.Cc. Jaboparopuy TATOJIOTMM OOMEHa BemecTB, Menuko-
T€HETUYECKUN Hay4YHbIN LIEHTP.
I'moba O.B. - x.M.H., uien Coro3a neguatpos Poccun.
Kypxosa H.B. — k.m.H., unien Coro3a nenuarpos Poccun.
3axaposa E.}O. — 1.M.H., ipoc.
3BonkoBa H.I'. - k.mM.H., wien Coro3a nexuarpoB Poccuu.

Ky3enkoBa JI.M. - 1.M.H., npo¢., uneH Mcnonkoma Coroza nenuatpos Poccun.

. KyneB C.U. — uien-kopp. PAH, ['1aBHbIi BHEIITATHBIN CIENUATIUCT 110 Mea.renernke M3PD
11.
12.

Muxaiinoa C.B. — 1.m.H.

Hama3zosa-bapanosa JI.C. - akanemux PAH, 3amecturens npencenarens Menonkoma Corosa
nenuatpoB Poccuu.

Huxonaesa E.A. - 1.M.H., ipod.

Hosuxkos IL.B. - 1.M.H., ipod.

IIymkoB A.A. - x.6.H., wieH Coro3a neauarpoB Poccun.

CaBoctbsinoB K.B. - k.0.H., wien Coro3a neauatpoB Poccun.

Cemsauknna A.H. — n.Mm.H.

KoHdaukT HHTEpecoB OTCYyTCTBYET.



Ipunoxenue A2. MeTom0/10rusi pa3padoTKu KINHUYECKHX PEKOMEHIAMH
esieBast ayIMTOPUA JAHHBIX KIMHUYECKUX PEKOMEHIAIUIA:

° neauatpsl (ko cnenuaibHocTr 31.08.19);

o Bpauu oOmel ceMeiHol mnpakTuku (ceMeiiHas MeauIuHa) (KOJ CIEeHUAIbHOCTH
31.08.54);
° reretuku (kox cnenuaigpbHocTr 31.08.30);

. auetosord (ko cnenuaabHoctu 31.08.34);

. HeBpostoru (koj crieransHocTd 31.08.42);

. MEAMIMHCKUE ncuxoioru (kox cueruansaocta 19.00.04);
° nedexronoru (kox creransHocTH 44.03.03);

° CTyACHThI MequUMHCKUX BY30B, HHTEpHBI, OpAMHATOPHI.

Ta6auua I11 - YpoBHH yOeAUTENbHOCTH JOKA3aTEIbCTB

YpoBenn HcTouHMK 10KA3aTENbCTB

y0eauTeIbHOCTH

JA0KAa3aTeJIbCTB

(1) [IpocniekTUBHBIE PaHAOMU3UPOBAHHBIE KOHTPOJIUPYEMbBIE UCCIEAOBAHUS

JloctaTouHOoe KOJMYECTBO HCCICAOBAHHWM C JOCTAaTOYHON MOIIHOCTBIO, C
ydacTueM OOJIBIIOr0 KOJMYECTBA MAIMEHTOB U IOJY4CHHEM OOJIBIIOTO
KOJWYECTBA JTAaHHBIX

Kpynzsle meTa-aHanu3bl

Kak MuHMMYM OJHO XOpOLIO OPraHU30BAaHHOE PaHJIOMU3HPOBAHHOE
KOHTPOJIUPYEMOE UCCIIEOBAaHUE

PenpesenTaTuBHas BIOOpKA MAITUEHTOB

1 (2) [IpocnexTuBHBIE ¢  paHgomu3anueil wnu  0e3  HCCIeAOBaHUA  C
OrPaHMYCHHBIM KOJMYECTBOM JTAHHBIX

Heckonbko I/ICCJIC,Z[OBaHI/Iﬁ C HCGOHBLHI/IM KOJIMYECTBOM MIAIIMCHTOB
Xopo110 OpraHu30BaHHOE MPOCIEKTUBHOE UCCIICIOBAHUE KOTOPTHI
Merta-anannu3zbl OrpaHHU4YCHBI, HO IMTPOBCACHBI HA XOPOUICM YPOBHC
Pe3yﬂbTaTBI HC NPC3CHTATUBHBI B OTHOILICHHUN L[eﬂeBOﬁ nomyJjdanuun
XOpoI1I0 OpraHu30BaHHbBIC UCCIICOBAHMS «CITY4ai-KOHTPOIIbY

11 (3) Hepanaomu3snpoBaHHbIE KOHTPOIUPYEMBIE UCCIIETOBAHUS

HccnenoBanus ¢ HeJOCTaTOUYHBIM KOHTPOJIEM

PangoMusupoBaHHble KIMHUYECKHE HCCIEIOBAaHUS C KaKk MUHUMYM |
3HAYUTEJIbHON W Kak MUHHUMYM 3 HE3HAUYUTEJIbHBIMU
METOJIOJIOTUYECKUMU OLTUOKAMU

PerpocrniekTuBHBIC WK HAOTIOIATEIBHBIE HCCIIETOBAHUS

Cepusi KIMHHYECKUX HAOTIOACHHMIA

[IpoTuBOpeunBLIE  JaHHBIE, HE  TO3BOJISIONINE chopMupoBatTh
OKOHYATEJIbHYI0 PEKOMEHIAIHIO

1V (4) MHeHue  sKcmepTa/gaHHble M3 OTYETa  AKCIEPTHOW  KOMUCCHH,
SKCHCPUMCHTAJIbHO IMMOATBCPKACHHBIC U TCOPCTUUCCKU OGOCHOBaHHBIe



http://yandex.ru/clck/jsredir?from=yandex.ru%3Bsearch%2F%3Bweb%3B%3B&text=&etext=1222.CYyk-2mpec9283zjQxsraeN9ACoqms-UTVViXXKxhb-K_SP-PfYgHnTE8kldy5s5kiDihu_YzWsvMxmFdHm4j6riv4KHHO9Xta7VPyrNx1I.b0adba6930507e1e80407bedb6815c518a8cdf9b&uuid=&state=PEtFfuTeVD5kpHnK9lio9dp88zwjJi-A9wwjDIux7f8Zuv0g6oZ30w&data=UlNrNmk5WktYejY4cHFySjRXSWhXSzU1TjczMFFpaDFoSUZmT0lOOFRoX0p6X0VCdkphdGV0ck5hRmdHOWU5VEc4TnZvUjJ0WFB3NTJrdUVJUUI2QTF6U2ZVdUlhWnU5dF93U1N2eFNYZjloMlIzbUE0a2RGVXVLQ1NNZ0R6Q2hJaHY2eFVKSFpzSlRYejlKMjcxUXFJS09lR2ZRMnBmdDljTWhfbEs2d3QtUFdvd0lkTDhRTndsaWQtT1cwZUVTOHJ3M2VCcnNTM3ZUZ2FwSnJfS0ZZdw&b64e=2&sign=a77229bbd00b52a6a500d7b4bca524c5&keyno=0&cst=AiuY0DBWFJ5fN_r-AEszk4ehSe8fxU6ZAkdL8sRqriVB2JnyVClldWME3qasdrOGDViexIx-4mNOrJnkNmI3XF0ncWkJaTSDjfnL_5yyJFQ2hdzcaO6YmLI3zr68_qC2vna2-Jolar7cwx-JeV32MlyEMenRGHJ0emLK3cQdPWwXrgDuczFMA2-OslUQesUhmIjSb92Um5-_pzkX8lTm5ouLauT41X3XewR4N47MvWNt63EjO8i9AwuJvxZ8y6arpdUqe4oQCYcZNLkenhpbgbbvCS6ljrbiOZ2jBQFE6dR58iFH3xSa4BK4GxlcCJMM-arbbIgzVo39RBgx6lSBe9Xrbsk5BKOjQET4Nu9MHX2xubG5U6n3cxqaZCUX0EW-6TPMA3NtcyOJFG8bdNRN7w05ABdMrfyn2cCZBJ5pV2gn-ZtpqaD9iiuNeVTudM2ltpIAXUF3eZ7iJO9TNNCBC40r8a3tFe5I0kbLzR_GKG3iE2XxqHL-5XZ3ckeqCgCt0pYiongeDq2Rew8SqGwYm3p1avvPmWF4RToiYN65-fIRuUabyqwmVrEMYp4HWs1l0MmMSQDpxbiyTHQtp3QkudSQx8_0bM38VZNog9OCPfMGIGAr5oS3sk8MrQbBLvJb&ref=orjY4mGPRjk5boDnW0uvlrrd71vZw9kpVBUyA8nmgRGGniRDizg1qX6U4gA2S8YSILDr0rgbZruQK9vkRpKE8N3o8VNUkKVYMnpWE4dqPCSULuDx13R7vM_z2COOdz99pJgLpGIEnmfUemW4tMHeQwaXaxECsjMw4W-PG8Y8U_Cdz3gOCZPFvbH7Z1htiuZ0KRBTgn2exP17h0jfO6Kze7LhH-icF4x0_FqbN8hSrgJnyRgH-5E4BQdtGalpJlXXzg5wOb8XptlDHoiodeb7gA&l10n=ru&cts=1477578459809&mc=3.277613436819116
http://yandex.ru/clck/jsredir?from=yandex.ru%3Bsearch%2F%3Bweb%3B%3B&text=&etext=1222.iINsljeG_q1wXDX1eCBpPnSKG-9SZldTHRXRTjQIiIAtk0QAwdHEgGfcy-9NrjF_bxaqckx4a8RlJjE-HI1Pkw.413543f0b83f1ed4dbe5ed5faca68add6ca62708&uuid=&state=PEtFfuTeVD5kpHnK9lio9aJ2gf1Q1OEQHP1rbfzHEMvZEAs4QuMnSA&data=UlNrNmk5WktYejY4cHFySjRXSWhXSzU1TjczMFFpaDFoSUZmT0lOOFRoX0p6X0VCdkphdGV0ck5hRmdHOWU5VEc4TnZvUjJ0WFB3NTJrdUVJUUI2QTF6U2ZVdUlhWnU5dF93U1N2eFNYZjloMlIzbUE0a2RGVXVLQ1NNZ0R6Q2hJaHY2eFVKSFpzSlRYejlKMjcxUXFBOW5aUGhfMnZJUW5feTZwc1E0bmdQQlVLdnNXWWhtLU13RFVsY1c2MXJ0YS03Sy0yS1kzOTFHbU9VTFhlZjQ5dw&b64e=2&sign=d495c5a89956c1f00bcb1fa6df50f6ad&keyno=0&cst=AiuY0DBWFJ5fN_r-AEszk4ehSe8fxU6ZAkdL8sRqriVB2JnyVClldWME3qasdrOGDViexIx-4mNOrJnkNmI3XF0ncWkJaTSDjfnL_5yyJFQ2hdzcaO6YmLI3zr68_qC2vna2-Jolar7cwx-JeV32MlyEMenRGHJ0emLK3cQdPWwXrgDuczFMA2-OslUQesUhmIjSb92Um5-_pzkX8lTm5ouLauT41X3XewR4N47MvWNt63EjO8i9AwuJvxZ8y6arpdUqe4oQCYcZNLkenhpbgY0tzObgTxtPJPVp0RC6ESXLu11eATfIwSpi6YpRpPLO7jSrqnZRhoUrysa04EgJC5n3HeirX4Tm0NIWteHe5vq5k4iRVV3jgBoymYDTcFS4TDWtQg2Rz1-jlyXeh3uy463m2cd1xgGE1j2IqojbPjEQ_oPEn10DzrcItDPKuBrWcMWKMBRrwl_NzBBCaFUrx0PJoL27OXMzHRt1MTkSL1GTLnZWb-OUYP8y-I0dZnymwFRDUCSitt8J3AzRLQMV9zVOTcj5YJehLsBHqmKbMqxAbc4OVBPfx2GLBd10-r-42YkIsoMGAR9kFt4qrGm13tCoK8op-NEQfgpfD0PEXcO6c7AsFqfimaaT1TPhdgHm&ref=orjY4mGPRjk5boDnW0uvlrrd71vZw9kpjFOc-jDymv14nLR1eak5K2VZi7zhpMJvJqEMaqsWxGw2v_EdBqOBI1eOhvm5OVlyY0Xl88V9Fm20288FvvaXqy0cxkeHrMnZwqK0xVeb9Zw&l10n=ru&cts=1477578363849&mc=5.1720910770823485

Taoauuna I12 - Cuna pexomeHamuit

Citra Onucanue Pacuu¢pposka

peKOMeHaluu
Pexomenpanus ocHOBaHa Ha
BBICOKOM ypPOBHE JI0Ka3aTeIbHOCTH
(kax MuHUMYM | yOeauTenbHas Mertop/Tepanus nepBoil TMHUM;

A nyonukanus | ypoBHs 7100 B COYETAaHUU CO CTaHIAPTHOM
JIOKa3aTeIIbHOCTH, MOKA3bIBAIOIIAS METOMKOM/Tepanueit
3HAYUTENIbHOE MPEBOCXO/ICTBO
MOJIb3bI HAJT PUCKOM)
Pexomennaiust ocHoBaHa Ha cpeiHeM | MeToj/Tepanus BTOpOii JINHUY;
YPOBHE JI0Ka3aTeIbHOCTHU (KaK 0o mpu OTKa3ze,
MUHUMYM | yOenutenpHas MPOTUBOTOKA3AHUH, UITH

B nyonukanus |l ypoBHs HEed(PPEKTUBHOCTH CTaHIAPTHOU
JI0KAa3aTeNbHOCTH, TOKa3bIBAOIIAS METOIUKH/TEpParuH.
3HAYUTENIbHOE MPEBOCXO/ICTBO PexoMeHnayeTcss MOHUTOPUPOBAHHE
MOJIB3bI HAJT PUCKOM) MOOOYHBIX SBIICHUN
Pexomenmanus ocHoBaHa Ha cimaboMm | Her Bo3pakeHW MPOTHB TaHHOTO
YPOBHE JI0Ka3aTeNbHOCTH (HO KaK METO/1a/Teparuy WA HET
MUHUMYM | yOenutenbHas BO3paKEHUU TPOTUB MIPOIAOTKECHHUS
nyomukarus |11 ypoBas JAaHHOTO METO/1a/Teparuu

C JTIOKA3aTeIbHOCTH, MOKA3bIBAIOIIAS PexoMeHnoBaHO Tipu OTKa3e,
3HAYUTENILHOE MPEBOCXO/ICTBO MPOTUBOMNOKAa3aHNH, UITH
MOJIB3bI HAJT PUCKOM) LU He?(h(PEKTUBHOCTH CTaHIAPTHOU
HET YOeIUTEeNbHBIX TaHHBIX HU O METOJUKH/Tepanuu, pH yCIOBUU
M0JIb3€, HU O PUCKE) OTCYTCTBHSI MTOOOYHBIX 2P HEKTOB
OTtcyTcTBUE YOEIUTENBHBIX
nyomukaruii |, 11 v 11 ypoBHS
JTOKA3aTEbHOCTH, MMOKA3bIBAIOIINX
3HAYUTENILHOE MPEBOCXO/ICTBO

D MIOJIB3bI HAaJT PUCKOM, JTHOO He pekomenoBano
yoenurenbubie myoaukanuu |, |1 nou
Il ypoBHSI nOKa3aTEIHHOCTH,
MOKa3bIBAIOLIIE 3HAUUTEIbHOE
MPEBOCXOJICTBO PUCKA HAJI MTOJIb30U

AKTyaJm3anms JaHHBIX KJIMHMYECKHX pPeKOMeHJIaluii OyaeT MpoBOAMTHLCS He peke, 4eM
OIUH pa3 B Tpu rojaa. Illpunsitue pemenusi 00 00HOBJIeHHMH OyJAeT NMPUHATO HA OCHOBAHUM
npeaJI0KeHH, npeacTaBJeHHbIX MeTUIIUHCKUMU npogeccnoHAIbHbIMH
HEKOMMEpPYeCKHMH OpPraHuU3alusiIMU € Y4Y€TOM pe3yJbTAaTOB KOMILIEKCHOH OLEHKHU
JIEKAPCTBEHHBIX MPENapaToB, MEAUIMHCKUX U3/IeJIHI, a TAK:Ke Pe3yJbTATOB KIUHUYECKOM

anpodanum.



IMpunoxenue A3. CBsI3aHHbIE JOKYMEHTbI

1. [Tpukaz Munszapascoupazsutusi PO Ne 185 ot 22.03.2006 roga «O maccoBom
o0cre10BaHUY HOBOPOXKICHHBIX JETEH Ha HACIICCTBCHHBIC 3a00JICBAHUS Y,

2. [Ipuka3 MuHucTepcTBa 374paBOOXpaHEHUs M couuanbHoro passutus PO ot 16
armpest 2012 . N 3661 "O06 yrBepxaeHuu [lopsika okazanus mexuarpudeckoi momomu"

3. [Ipukaz MunucrepctBa 3apaBooxpaHeHuss PD "OO6 yreepxkaenun Ilopsiaka
OKa3aHUs MEIUIMHCKONH IMOMOIIM OOJIbHBIM C BpPOXKICHHBIMH W (WJIM) HACIIEJCTBEHHBIMHU
3aboneBanuaMu" ot 15 Hos6ps 2012 1. N 9170

4, ITocranoBnenue IIpaBurenbctBa Poccuiickoit @eaeparuu ot 9 anpensa 2015 roxa
Ne333 "O06 yrBepxkaenun [IpaBun hopmMupoBaHHS TEpeUHs CIEIUATU3UPOBAHHBIX MPOIYKTOB

JIEYEOHOr0 MUTAHUS JUIS AeTEH-NHBAIUIOB"



Ipunoxenue b. AnropurmMspl BeleHUA MAIUEHTA

[MamnreHT ¢ momo3peHueM Ha 60JIe3Hb KJICHOBOTO
cupona

v

Jmarnoctrka

A

'

Koncynpramus HET Juaruos
npo(UIBLHOTO [MoaTBepxaeH?
CIICIHATNCTA

IA

Tepanus B cTanuoHape

l

JucnancepHoe HaOIIOIEHNE U

JIEYEHUE C IEPUOIUIECKUM
KOHTPOJIEM B

CIICIUAJIMBUPOBAHHOM OTACIICHUN

Tepanus

TA HET

s exTuBHA?




[Mpunoxenue B. Uudopmanus 11 naumeHra

bonesnr kieHOBOro cupoma — HacleACTBEHHOe HapyiieHue obOmeHa. Haubonee
pacipoCTpaHEHO B M3OJMPOBAHHBIX MOMYISIIHUSIX C BBHICOKOW YacTOTOW POJCTBEHHBIX OpaKoB.
3abosieBaHe MMEET HECKOJIBKO (OopM. BKIIOYAs TSKENbIe HEOHATALHBIE M MEHEE TsDKENbIe,
KOTOpBIE MOTYT BIIEpBbIEC MPOSIBUTHLCS B O0JIee CTapieM BO3pacTe.

Hetn ¢ momo3penueM Ha BKC TpeOyroT TmiaTeapHOTO 00CIIENOBaHUS M HAOIIOJCHUSI.
CeMbH, B KOTOPBIX €CTh OOJBHBIC C YCTAHOBJICHHBIM AuarHo30M bKC, M0mKHBI IPOUTH MEANKO-
TeHETUYECKOe KOHCYJIBbTHPOBAHUE, TaK KaK PHCK MOBTOPHOTO POXIEHHS OOIBHOTO peOeHKa B
ceMbe cocTaBisieT 25%.

MeTtabonuueckue Kpu3bl — Haubosiee OMacHbIe AJSl JKU3HHU COCTOSIHUS, BEAYIIHE IpH
OTCYTCTBHH JICYCHUS K HEOOPATUMBIM MOCIEACTBHUSAM BIUIOTH /IO JIETATHHOTO UCXO/A.

Kpusel 0OBIMHO TNPOBOIUPYIOTCS TAKMMHM HEOJIarompusATHBIMH  (aKTOpaMH, Kak
HapylIeHWe JMeThl, MpeHeOpekeHHe Ha3HAUYCHUSAMU Bpaya, BUPYCHBIE M OakTepuaibHbIC
MH(pEKINH, CTPECCOBBIE CUTYALIUU, TPABMbI U, XUPYPTUUECKUE BMEIIATEIbCTBA, SMOI[MOHATILHBIE
U QU3UYECKU HArPY3KH.

[IpenBecTHUKaMH KpHu3a SBISETCS CHIDKEHHUE SMOIMOHAIBHOTO TOHYCA, BSUIOCTD,
COHJIUBOCTb, Jajiee pEeOCHOK OTKAa3bIBACTCSI OT €Ibl, MOXET OBITh PBOTA, BO3MOXKEH MOJBEM
TEeMITepaTypbl, 0COOCHHO MpH J1e0r0Te HHMEKITMOHHOTO 3a00JICBaHMS.

IIpy mepBBIX CHMOTOMAX MeTA00JHYECKOr0 KpHU3a HeO0X0AMMO CPOYHO
rocnuTAIN3MPOBaTh pedeHKa, 10 NpHe3da Bpaya CKOPOil NMOMOIM He3aMeAJUTeJIbHO
HAYATh TEPANMIO HA IOMY.

Tepanus na oomy

[Tpn Hammuuu HeOpUIHLHOM JTUXOPAIKUA HUKE 38,5°C u OTCYTCTBUM TaKUX CHMITOMOB
KaK, pBOTa, OTKAa3 OT €/Ibl U Pa3IMYHBIX HEBPOJIOTUYCCKUX HAPYIICHUH MOKAa3aHO MPOJOIKEHUE
OCHOBHOM  MeTaboNMuYecKod Tepamuu W MaKCUMajlbHOE OrPaHUYCHHE TOCTYIUICHUS
HaTypaJbHOTO OEJIKa C MHUIIEeH Ha CPOK 70 12 "acoB, rocnuTamu3amnus 60JI6HOTO.

[Ipu Hanmumu TemmnepaTypbl BbIIIE 38,5°C naror YKAPOTIOHMKAIOIINE CPEACTBA, B TOM
yrcine, nOynpoden, B goze 10-15 Mr/kr/cyTku, MakcuMaiabHOE Ha3Ha4YeHUE Ipernapara 10 3-4
pa3 B CyTku u He Ooinee yem 60 MI/KI/CyTKH, OOECIEUMBAIOT JOCTATOYHOE IMOCTYIUICHHUE
KUAKOCTH, TIPU 3TOM HCIIONB3YIOT PAaCTBOP INIIOKO3bI U MAJIbTOAECKCTPUH (MIPU UX OTCYTCTBUU -
CIaIKUi KOMITOT, KUCEJTh) B 00beMax, yKa3aHHbBIX B Tabmuie 13.

[Tpu cTaOMIBPHOM COCTOSHUUM TAIIUEHTA HA MPOTSHKEHUU BCEro HAOII0IaeMOro mepruoa
MPOJIOHKAIOT TUTAHOBYIO METaOOIMUECKYIO TePAIHIO U MIOCTETICHHO BBOJST HATYPAIbHBIN OEIOK

JI0 pa3peuieHHO HOPMBI B TeueHue 24-48 4acos..



C nosBlIcHHEM MEPBLIX NPU3HAKOB MeTa00JIUYCCKOrO KpHu3a, HC OOXHUAAsACh MPUXoJa

Bpaya, CIIeJyeT YBEIUIUTh J03Y MepopaibHoro 4depes poT) L xapuutnHa 10 200 Mr/Mr/cyTKwu.

Ta6auna 1 - OCHOBHbIE IPUHIUIIBI TEPAIIUU HA IOMY

A. ManbToIeKCTpUH

YrneBobl

Bo3spacr O0BeM KUIKOCTH (MJ1) B IEHD Y€pe3 POT

0-1 MunumansHo. 150 mi/kr

1-2 120 mn/kr

2-6 1200-1500 B cyTku

Crapme 6 HMHTeHcuBHAs Tepamus MpoA0JIKAETCs B TOM K€ 00beMe, uTo U B Bo3pacte 0-6

JICT, BOSMOXXHA MHAVWBUAYaAJIbHAA aJallTallus o0beMa U JO3BbI.

Ponutenu 6onpHoro BKC, a B nanpHeiimeM M caM MamUeHT JOJDKHBI ObITH OOydYeHBI

[IpaBUjaM OpraHU3alM¥ TEpallud B MEKIPUCTYNHBIM IEPUOA U B IIEPUOJ  YIPO3bI

METabO0JMYECKOTO KpH3a.

Y pebenka npu cebe Bcerga JI0JKHA HAXOAMTHCA MNAMATKA ¢ yKa3aHUueM

HEOTJI02KHBIX MBpOl’[pI/IﬂTlflﬁ B IEPHOA HAYMHAKOIIETOCHA MeTa00JIMYeCKOro Kpu3sa.
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Ipuaoxenue I'2. Hopmbl Gpu3H010ru4ecKOi NOTPEOHOCTH B OCHOBHBIX

INHUIIEBBIX BeIIECTBAX U DJHECPIruu
Tab6auua 1 - CpegHecyrounble HOPMBI IOTPEOHOCTEW B OCHOBHBIX IMHILEBBIX BEIIECTBAX U

SHEPTuu AJIs AeTel NepBOro roja KM3Hu (Ha KT MacChl Teja)

Bospacr (mec.) DHeprus benoxk Kupsr YrneBob
KKaj/ Kr /KT /KT /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 55 13

Ta6auna 2 - Hopwmsl pusnonornueckoit moTpeOHOCTH B OCHOBHBIX MUIICBBIX BEIIECTBAX H

SHEPTrUM IS IeTel cTapiie roga™

Bo3zpacr DHeprus benok, r/cytku Kuppsl, YrieBoasl,
KKaJj I/CyTKH I/CyTKH
ot 1 rona go 2 ner 1200 36 40 174
OoT 2 neT 10 3 JIeT 1400 42 47 203
ot 3 1o 7 ner 1800 54 60 261
or 7 no 11 ner 2100 63 70 305
or 11 no 14 ner Mmap4YuKn 2500 75 83 363
ot 11 o 14 ner neBouku 2300 69 77 334
ot 14 no 18 ner roHOImM 2900 87 97 421
ot 14 o 18 ner neBymku 2500 76 83 363

* -n71s1 AeTei ¢ 00JIE3HBIO «KJICHOBOTO CHPOIIa CTapile roja moTpedaeHue Oeska o CpaBHEHHUIO
C yKa3aHHBIMHU B TaOnuue ymenbmaercs Ha 10-25% B 3aBUCHMOCTH OT (GOpMBI 3a00JIeBaHMS,
TSDKECTH COCTOSIHUSL M HyTPUTHBHOTO CTaTyca peOeHKa.




Ipuaoxenue I'3. [IpumepHbIi CyTOYHBbII HAOOP NMPOXYKTOB, €r0 XUMUYECKUM

COCTaB U JHEPreTUHICCKad HCHHOCTD AJIdA aerei ¢ 00/1€3HbI0 «KKJIE€HOBOI'0

CHpoIia» TOMKOJLHOI0 BO3pacra

IIponykTsl KonnuecTtso XHUMHUYECKUN COCTAB, T OHeproueH Jlennuu
M/ T OCJIKK | XWpbl | YIJIEBOABI | HOCTh, KKaJI MTI
Xeb 0e30eIKOBBIH 140 1,06 3,5 84,2 378 -
Xneb600yII0uHbIC 30 0,23 2,7 194 105 -
U3 JICIIUS
Cyxas cMeCh 54 0,87 18 50 79,3 -
«OmaapImex»
Bepmumiens 13,7 0,12 0,08 11,2 47,9
Oes0enkoBas
Kpyma oBcsinas 25 1,7 195
Cyxoii 6/0 HanTUTOK 24 5,0 17,2 114 -
Macio cauBo4YHOE 20 0,1 16,5 0,16 149 -
Macio ToImieHoe 10 0,03 9,8 0,06 88,7 -
Macio 30 - 29,9 - 269,7 -
pacTUTENBHOE
Caxap 30 - - 29,9 113,7 -
Bapenbe 20 - - 14,0 56 -
Kaprodens 100/70 14 0,28 11,4 56 112
Karmycra cBexas 55/44 0,79 0,05 2,1 11,9 22,5
MopkoBb 95/76 0,98 0,07 4,8 25,8 33
Caekiia 60/48 0,72 0,05 4,32 20,2 32,4
KabGauku 25/19 0,12 0,06 1,0 4,75 6,3
Orypiis 5/4 0,03 - 0,11 0,65 2,5
Canar 10/9 0,12 - 0,18 14 5,2
[Momumops 15/13 1,3 0,03 0,49 3,0 5,5
Tomar-miacra 8/7 0,35 - 1,33 7 -
Jlyk peryatsblii 5/4 0,05 - 0,32 1,45 1,6
KirokBa 10 0,05 - 0,38 2,6 -
Cokn 100 0,5 - 11,7 47 15
DpyKTHI CBEKHUE 200/170 0,9 0,5 16,6 78,17 35
DPYKTHI CyXHe 10 0,3 - 5,05 22,7 9,5
3a cyer 9,5 70 258 1700 465
HaATypaJIbHBIX
MPOJYKTOB
IIpooykm 40 - leu 43,8 17,5 - 6,97 - -
Bcero 27 70 267 1800 465




Ipunoxkenue I'4. PacmiudpoBka npumMmedanmnii

— JIeKapCTBEHHBINM Tpemapar, BXoAsmmi B IlepedeHp J>XKMU3HEHHO HEOOXOAMMBIX U
BaXHEHMIINX JIEKAPCTBEHHBIX IIpenaparoB JUisi MEIULUHCKOro mnpuMmeHeHus Ha 2016 ronx
(Pacnopsixenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)

¥ — JlekapcTBEHHBIN mpemapar, BXOAAMMH B IlepedeHb JIEKApCTBEHHBIX IPENapaToB s
MEAMIIMHCKOTO TMPUMEHEHHsS, B TOM YHCIIE€ JIEKapCTBEHHBIX IpenapaToB A MEAMIIMHCKOTO

NPUMEHEHHS, HAa3HAYaeMbIX IO PELICHHIO BPayeOHBIX KOMUCCHH METUIIMHCKUX OpTaHU3aIfi

(Pacnopsikenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)
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