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KaroueBnlie ciioBa

I'en ACADVL

Annn-KoA nerugporenasa >KUpHBIX KUCIIOT C OUY€Hb JJIMHHOW YIIEpOJIHOM LENbIO
Mertabosmueckuii anumo3

['mnepamMmmonunemMust

BropuuHas KapHUTHHOBAsI HEJJOCTATOYHOCTh

['unokeroTnueckas runepriuKeMust

CBOOOIHBIN KapHUTUH

TerpanerieHOMIKapHUTHH

TerpanexaHOUIKAPHUTHH

Kapuutun

I'munun



Cnmcok cokpameHui
VLCAD —very long-chain acyl-CoA dehydrogenase (VLCAD) deficiency
(medunut ampnt CoA neruaporeHasbl >KUPHBIX KUCIOT C OY€Hb JUIMHHOM 1IETIbIO)
JHK — ne3oxkcuprOoHyKIEMHOBAs KUCIOTA
MC/MC - TanieMHasi Macc-ClieKTPOMETPHS
MCT — cpeanenienoueyHbIe TPUTIIULICPUTBI
THAM - tpucamun
VY3U — ynbpTpa3ByKOBOE UCCIIEOBaHNE
I[THC — uenrtpanbHas HepBHas cCCTEMa
OKT - anextpokapauorpadpus

Ox0KI" — sxokapauorpadus



TepMI/IHI)I H onmpeacjJcHus

MeraGonuyeckuii  KpWM3 —  KPUTHYECKOE,  YIrPOXKAIOLIEE  KU3HU  COCTOSIHHUE,
CIIPOBOIIMPOBAHHOE HEOIArONpUSTHBIMU (akTOopamu, OOyCIIaBIMBAIOUIMMHU YCHIIEHHE IMPOILIECCOB
KJIETOYHOT0 KaTa0oJu3Ma ¢ UCTOLICHHEM 3araca yIjieBOJOB M aKTUBalMeld MeTa0oanu3Ma JIUIKIOB,
UHTCHCU(UKAIMEH [-OKHUCICHUS JKUPHBIX KHUCIOT Kak pPEe3epBHOIO HCTOYHHMKA OOpa3oBaHUs
MaKpOIPrHYECKUX COEAMHEHHA M MPOSBIAIONIEeCS B BHJE OCTPO BO3HMKILIEH sHIEdamonaTun
(BSUIOCTb, COHJIMBOCTB, JIETAprus, KOMa) M MPUCTYIOB PBOTHL. MoOryT HaOm0AaTbcs TOHHUKO-
KJIOHUYECKUE CYIOPOTH, IPU3HAKHU CEPJICYHON U MEYEHOYHON HEJOCTATOYHOCTH.

IIpenaranbHasi AMATHOCTHKA - KOMIUIEKCHAS JOPOJOBAsl TUArHOCTUKA C LIEJIbIO BBIABICHUS
nedpurnura anuia-KoA neruaporeHassl KHPHBIX KHACIOT C OYCHb JUIMHHOHN YTJIEPOTHOW IENbI0 Ha
CTaJIud BHYTPUYTPOOHOTO Pa3BUTHUS MyTEM MOJEKYISIPHO-TEHETUYECKOT0 UCCIIeI0OBaHUsl OHoITaTa

XOpHUOHA ¢ BhIsiBIIeHHeM myTtanuu rena ACADV.



1 KpaTkast nundopmanus

1.1 Onpenejienue

Hedbunut amu-KoA neruaporeHaspl )KUPHBIX KUCJIOT ¢ OYEHB JUTMHHOMW YIJIEPOAHOM IEMbIO
— HACJICICTBEHHOE 3a00JIeBaHUE U3 TPYNIbI AeEKTOB MUTOXOHIPHAIBHOTO P—OKHUCICHUS YKHUPHBIX
KHCIIOT, 00YCTIOBJICHHOE JIe(hUIIUTOM YKa3aHHOTO (hepPMEHTA.

1.2 DTHOJ0ruSA U IATOreHEe3

3aboneBanue oOycimoBiaeHo wmytanuwer reHa ACADVL, kotopeiii koaumpyer armi-KoA
JETUPOreHasy MKUPHBIX KHCIOT C O4YeHb JUIMHHON YriiepogHoi wemnbto. [laHHBIA (depmeHT
y4acTBYeT B MHUTOXOHIPHUATHLHOM [—OKHCICHUHM >XHUPHBIX KHUCIIOT, YIJIEPOJHAs IIeTh KOTOPBIX
comepxkut 14 — 20 aromos. Jlokammszamus rena ACADVL - 17pl3. 3abosieBanne Haciemyercs
ayTocoMHO-penieccuBHO. Jlepuuut ammn-KoA neruaporeHassl sKMPHBIX KUCIOT C OYE€Hb JJIMHHOM
VIIEpOJAHON 1Enbl0 BedeT K OJOKHpOBaHMIO (WM PE3KOMY CHIDKEHUIO aKTHMBHOCTH)
MHUTOXOHJIPHAILHOTO [3—OKHCIICHUS Ha YpPOBHE J>KHUPHBIX KHUCIIOT, YIJICPOJHAS IIENb KOTOPBIX
conepxut 14-20 aTomMoB yriiepoja.

D10 00YCIOBIMBAECT PE3KOE CHIKEHUE KETOTeHe3a, HAKOIUICHHE JKUPHBIX KHCIOT C OYCHb
JUIMHHON 1EMbI0, AaKTHBAIMIO TMPOIECCOB (M-OKHCIEHUS C TOBBIIIEHHBIM 00pa3oBaHUEM
JTUKApOOHOBBIX KUCIOT. HakoruieHHe MaHHBIX COCMHEHHUM OKa3bIBa€T HEOJIAronmpusTHBIA 3P eKT
Ha TKaHW TOJIOBHOT'O MO3ra, Cepila, IMeYeHU, UHTHOUPYET psl (epMEHTOB, B YaCTHOCTH ITHKJIA
CUHTE3a MOYCBUHBI U TIIOKOHEOTeHe3a. 3allyCcK YKa3aHHBIX HETATHBHBIX IMPOIECCOB MPOUCXOINT B
YCIOBUSAX METa0OJMYECKOro cTpecca - MPU HHTEPKYPPEHTHHIX WH(MEKIHOHHBIX 3a00JIeBaHUSX,
TOJIOJIAHUU WM TPUEME KUPHOU MUIH, GU3NYECKON HIIM SMOIMOHAIBHON Meperpy3ke u Ap. ITo
CBS3aHO C TEM, YTO B TOJOOHBIX OOCTOSTENHCTBAX TIPH HUCTONICHWH YTJICBOJHBIX 3aracoB
HEOOXOIUMBIM MCTOYHHKOM BOCIIOJTHCHHS YHEPTETUYECKUX MOTPEOHOCTEH OpraHM3Ma CTaHOBSTCS
aunuabl. OTHAKO MPU HATMYUU TeHETUYECKH JIETEPMUHUPOBAHHOTO SH3UMHOTO Je(eKTa aKTHBAIUS
KaTa0OIU3Ma XUPHBIX KUCIOT CTUMYIHUPYET 00pa3oBaHHWE TOKCUYHBIX META0OIUTOB. DTO BEIET K
MeTabOIMYECKOMY  alKI03y, THIIEPAMMOHUEMHUHN, YCYT'yOJICHHIO THIOTJIMKEMHH, TTOPKECHUIO
BHYTPEHHUX OPTaHOB.

3amacbl SHIOTEHHOTO KApHUTHHA TPATATCS HA CBA3BIBAHHE TOKCHUYHBIX MPOU3BOTHBIX
JKUPHBIX KHCIIOT, 00pa3yroTCsl allMIKapHUTHHBL. B pe3ynbTare B OMONOTUYECKUX KUAKOCTAX H
TKAHSIX PE3KO CHIDKAETCS KOJMYECTBO CBOOOJHOTO KapHUTHHA, Pa3BUBAETCSl BTOPUYHAA
KapHUTHHOBAs HEJOCTAaTOYHOCTh (CXema [—OKHCIeHHsS] KHUPHBIX KHUCJIOT TMpeACTaBlieHa B

npuioxenuu [2) [1].



1.3 DnuaeMuoJ10rust

3aboneBaHue BCTPEYAETCS B PA3IMUYHBIX MOMYIANUAX. YacToTa cpelu HOBOPOXKICHHBIX B
crpanax EBpombr u CIIIA cocrasiser 1:30000 - 1:50000 [10,12,13]. B Poccuiickoit deneparuu
qacToTa 3a00JICBAHUSI HE OIPE/ICIICHA.

1.4 Koguposanue no MKB-10

E71.3 - Hapymienust oOMeHa KUPHBIX KHCIIOT.

1.5 Knaccudukanus

Beigenstor ciaenyromnye KIIMHUYECKUe GOpMbI OOJIC3HU:
O CHUCTEMHOE 3a00JICBaHHE C MOPAKCHUEM CEpJIlia U NICUYCHHU;
O TMe4YeHouHas Popma;
O wMwuomnarudeckas Gopma.
[To cpokam MOSBICHUS TIEPBHIX MTPU3HAKOB PA3IUMYAIOT (POPMBI:
O HeOoHaTaJlbHYIO (OKOJO 2 OOJIBHBIX);
O JeTCKyl ¢ MaHudecranueld Ha TPOTSHKCHUH IEPBBIX ABYX JieT Xu3HU (okoio 40%
OOJIbHBIX );

O IO3JHIOHO.
2. JIluarHocTUKA

2.1 /Kaao0bl 1 aHAMHE3

Vxyowenue obwezo cocmosnus, 6A10cmb U NOBbIUEHHAS 6030YOUMOCMb, OMKA3 OM
RUWU, BO3MONACHBL CYOOPOU, ayemoHeMUu4eckas peoma, mvlueynas ciabocms. Y oemeti cmapuie 1
200a — 3a0€pACKA NCUXOMOMOPHO20 PA3ZGUMUSL, YMCMEEHHASL OMCMALOCHb, CYOOPOICHBIU CUHOPOM,
HapyuleHuss (QYHKYuu noyex, HCeayOOuUHO-KUUEYHO20 MPAKmd, cepoedHOCOCYOUCMOlL CUCHEMDL,
3PUMENbHO20 ANNApama, HenepeHOCUMOCmb PUIUYECKUX HACPY3O0K.

B anamnese 603mooicHbl ykazanusa na poOcmeeHublll Opax, Haiuuue cubcos ¢ aHanroeUdHbIMU
KAUHUYeCKUMU NPUSHAKAMU 3000]1e6aHUs, CIYYaAU 6HE3ANHOU 0emCKOU cCMepm.

Ocmpas  memabonuveckas OekomneHcayus y Oemeu ¢ Oepuyumom  ayun-KoA
0€2UOPO2EHA3bl HCUPHBIX KUCTON C 04eHb OTUHHOU Y2lepOOHOI Yenvio, 8edyas K Kpumudeckum,
YepodcaemMbl;M JHCUSHU COCIMOSHUAM, NPOABIAEMCA 68 8Uude OCMpo O3HUKalowell sHyedharonamuu
(6s10cmb, COHAUBOCMD, Nlemapaus, KOMa) u npucmynog pgomsi. Mozym Habn00amvcsa moHUKO-
KIOHUYeCKUe Cy0opocU, NPUCOeOUHIOMCS NPUSHAKU CEPOEUHOU U NEeYEHOYHOU HeOOCMamoYHOCIL.
Kpuswl 06viuno nposoyupyiomcsi HeOIa2ONpUAMHbIMU  PAKMOPAMU, KOMOpble 00YCL08IUBAIOM

ycujienue npoyeccos Kienovnozco Kamaboausma c ucmoujenHuem sanaca y2ﬂ€80()06 u azcmueauueﬁ



Memabonuzma IUNUO08, UHMeEHCUpuUKayuel [-OKUCIeHUSI JHCUPHBIX KUCTIOM KAK Pe3epP8HO20
UCOYHUKA 0OPA3068AHUSL MAKPOIPLUYECKUX COEOUHEHULL.

Ilpu nanuuuu Oegpexma ¢pepmenma, yuacmeyroweco 8 OOMeHe IHCUPHBIX KUCIOM, MAKAs
cumyayus 6edem K HAKOWIEHUI0 MOKCUYHbIX Memaboaumos. OCHOBHble NposoYUpyIouUe
Gaxmopul:

- ONIUMEbHBLI NPOMEINHCYMOK MEAHCOY NPUEMAMU NUWU, 20N00aHUe, HUSKASL KAIOPUUHOCTb PAYUOHA,
- nosvluleHHoe nompebieHue HCUPHOU NULYU,

- UHMEPKYPPEHMHbLE PECRUPATNOPHbBLE UTU HCELYOOUHO-KUULEeUHble UHDEKYUOHHbLE 3a001e6AHUL;

- QpusuuecKas unu NCUXOIMOYUOHANbHAS HAZPY3KA.

2.2 duzukajabHoe 00cae10BaAHHE

Cucmemnas popma 6one3nu xapakmepusyemcs: 0e0l0mom 6 nepuooe HOBOPOICOCHHOCHU
UnU 8 paHHem 0emckom eospacme. 3abonesanue umeem msamxicenoe meveHue, 8biCOKYI0 1emaibHOCb
(oxono 30%), puck eHezanHou Oemckot cmepmu. Ha ¢one cunocnuxemuu u memabonuueckoeo
ayuoo3a NosBNAEMCs  Pe3Kas — MblUeuHdas 2UNOMOHUs, HPUCIYHbL  pPEOmMbl U  CYOOpoe,
nPOCpeccupyiouas 8s10Cmy, COHAUBOCMb. M3 BHYMPEHHUX OP2aHO8 NPEUMYUeCmM8eHHO Cmpadaiom
cepoye u neyenv. Paszeusaemcs eunepmpoguueckas uiu OUNAMAYUOHHASL KAPOUOMUONATNUS,
HCeny0ouK08as maxukapous, 6J10Kkaoa cepoya, 2enamome2anisl, HCUposads UHGUILMPayUsl neyeHuU.

Ileuenounas ¢popma makoce omauyaemcsi pamHen Manugecmayuel, HO uUMeem MeHee
msdicenoe meveHue ¢ NePUOOUYECKUMU NPUCYNAMU  SUNOKEMOMUYECKOU  2UNO2TIUKEMUU.
Muonamuueckaa ¢opma manugpecmupyem y WKOIbHUKOS uau y 63pocavix. Ee ocHo6Hble
NPOSIGNEHUSL: HENEPEHOCUMOCTb (PUUYECKOU HASPY3KU, DOIU 8 MBIUYAX, PAOOOMUONU3, USMEHEHUEe
yeema mouu éciedcmeue muo2noounypuu [9,15,16,17].

Ilpeosecmuuxkamu mMemaboIuyecKkoeo Kpusd, npexcoe 6ce2o, CLyHcam KIUHUYECKUe
NPUSHAKU HAPYULEHUSL COCMOSIHUSL PeDEHKA — CHUMCEeHUe annemuma, 85710Cmb, cunepmepmus. 3amem
noAGNAEmMcs peoma, U30bIMOYHAA COHIUBOCMb, MONCEM HAON00AMbCs  HapyuwleHue Ccmyid.
Hapacmatom wnesponocuueckue paccmpoticmea (6nioms 00 CMynopa uiu KoMbl), NOAGIAIOMCA
ovlxamenbHble U CepoOeuHO-CcoCyoucmole HapyuwieHus. Tsoicecms COCMOSHUSA, 2NABHbIM 00pA30M,
onpeodensiemcs euno2nukemueti (UHo20a mModcem Oblmb He PE3KO BbIPANCEHHOU), MemabdoIUdecKuUM
ayuoo3om ¢ cunoxkemouemueli (Ui HeboIbUUM Kemo3om), 2unepammonuemueti, 06e360HCUBaAHUEM.
Ommeueno, ymo 6 panHeMm nepuode Kpuza OaHHvle NOKA3amenu OCMAOMcs HOPMANbHLIMU 34
UCKTIFOUEHUEM PABHOBECUSl KUCIOM-OCHOBAHULL KPOBU, OeMOHCMPUPYIOUWE20 YMEPEHHbI ayudo3 ¢

depuyumom oCHOBAHUII.



2.3 JIaGopaTopHasi AMAarHOCTHKA

Juacnocmuxa Odeppuyuma ayun-KoA oecudpozenaszvl HCUPHBIX KUCLIOM C OUYEHb OJNUHHOU

yejzepodnoﬁ yenvio OCHOBAHA HA aHAlUze pOOOCJZOGHOﬁ, OYEHKE OAHHBIX AdAHAMHe3d, KIUHUYeCKUx

NPOAGNEHUN, pe3yIbmamax aHualu3a Co0epl’CcaHusi 6 Kpou MmMempadeyeHoulrKapHumuHa u

mempaoexanounkapuumuna (CIl14:1 u Cl4), ceo600noeo xapuumuna (C0), onpedenenus

aKkmusHocmu pepmenma 8 Kyiomype Guopooaacmos u MoieKyIapHol OUASHOCIUKU.

B kauecTBe OCHOBHOIO METO/Ia MOJATBEPXKJICHUS AMAarHO3a PEKOMEHAYETCs] OMOXUMUYECKUI
METOJ - TaHJeMHas Macc-criekrpomerpus (MC/MC) [6,7,9, 12,13].

(Cuna pexomenaanuu B; Yposenb noka3zareancts |1)

Kommenrapuu: Creyuguueckue OuacHocmuyeckue mecmsl - 3MO  yGeluyeHue
KOHyeHmpayuu mempadeyenounkaprumuna (C14:1 — ocnosHou duaznocmudeckull maprep),
Komopwlii 06b1uno npegviuiaem 0,7 mxmoav/n (nopma 0o 0,43); ommeuaemcs nosviuieHue
ypoeusa mempaoexkanounkapuumuna (C14 — oonornumenvHulli OUACHOCMUYECKUll MapKep),
unozoa nosgviuter yposenv CI12 u Cl6 - ayunkaprumunos. Kpome moeo, xapaxmepuvim
nabopamopHbimM TPU3HAKOM SIBIISIETCS HU3KUHU MOKaszatenab cBoObogHoro kapautuHa (CO), B

HOpMe TpeBbIIaMuN 20 MKMOJB/II.

Ilpn M30JUPOBAHHOM BBIABJICHHM HHM3KOTO IMOKa3aTelsi CBOOOIHOTO KapHUTHHA (BCeE
OCTalbHBIC  TOKA3aTeJId B  HOPME) PEKOMEHIYeTCS  HCCICIOBaTh  COJEpIKaHHE
AlMIKApHUTHHOB KPOBH ITOBTOPHO IIOCIIE MPHUEMa IMPENapaToB JIEBOKAPHUTHHA B CpPEIHEH
CyTO4HOM 103¢e 50 Mr/KT B TeueHue He meHee 7-10 nueii [6,7,8,11,13].

(Cuna pexomenaanuu B; Yposenb n1okazareiancts |1)

KommenTapuu: B psde ciyuaes HUSKULL ypo8eHb C80000H020 KAPHUMUHA CILYHCUM NePEbiM
OUASHOCMUYECKU — 3HAYUMBIM — OUOXUMUHECKUM — NPUSHAKOM — 3a001e8aHus,  KOMOPblll
VKa3bleaem HA GbIPANCEHHYI0 HeOOCMAMOYHOCMb KaApHumuha. B makou cumyayuu
APOUCXOOUM MOMANILHOE CHUNCEHUE 6 OUONOSUYECKUX IHCUOKOCHAX KOHYEHMPAyuu 6cex
AYUIKAPHUMUHO8. DMO He N0380J5em Npu MAHOEMHOU MACC-CNeKMpPpOMempul GblseUNMb
SHAUUMble  HAPYWEHUS 6 CHeKmpe  AYUIKADHUMUHOS U  MOJCem  npusecmu K

JIO2HCHOOMPUYAMENIbHBIM pe3ylbmamdam.

Pexomennmyercss ompeneneHHe COAEpKAaHUS ITUKAPOOKCHIIBHBIX KHCIOT C JJIHMHHON
YIIIEPOTHOM LIENbI0 B MOYE METOJIOM Ta30BOM XpoMaTorpaduu macc-criekrpomerpun [6,13].

(Cuna pexomenganuu C; YpoBeHb jjoka3areabeTs 1)
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KommenTapuu: B moue y 00nbHbIX YKA3aHHBIN NOKA3AMelb NOGbIULEH NO CPABHEHUID C

pegepencHbiMu 3HAYEeHUAMU.

Pexkomenayercsi omnpeneneHre akTUBHOCTH aumi-KoA perumaporeHasbl >KUPHBIX KHCIOT C
OYCHb JUTMHHOM YTJIEpPOIHOM 1embio B pudpobdiactax koxu [12,13].

(Cuna pexomenaanuu B; YpoBenb noka3zareancts |1)

KommenTapuu: uccieoosanue npogooumces npu HAIuduu 603MOICHOCHel 8 1a60pamopuu,

He s61Aemcst 00A3amenbHbIM.

Jlnsi  TOATBEpXKIACHUS  JUArHo3a W MEIUKO-TCHETHYECKOr0  KOHCYJIbTHPOBAHHS
peKOMEHIyeTCs MoleKy sipHoe uccienoBanue reaa ACADVL [ 9 ].

(Cuna pexomenaanuu B; YpoBenb noka3zareancts |1)

Kommenrtapuu: Obcreoosanuro na oedpuyum ayun-KoA decudpozenasvl Hcuphvix KUCIOM C
OUYeHb OIUHHOLL YeaepOOHOU Yenblo NOOLeNCam ciedyrouue pynnsl 0emel:

O Oemu 11006020 803pacma u3 cemell, UMerWUX OOILHLIX ¢ OAHHLIM 3a001esanuem (8
nepgyio ouepedb, bpamvs U cecmpvl 00IbHO20) UTU UMEOWUX CLyYaU 6HE3ANHOL
0emcKou cmepmu,

O Oemu nepevix OHel/HedeNb U Mecsayes OJHCUSHU C 2uno2iuKemuel, ayudo3om,
nPUCIYRAMU PEOMbL U CYOOPO2, NOPANCEHUEM CepOYa U NeUeHU,

o Odemu 71100020 603paAcma ¢ NOGMOPHBLIMU NPUCIIYNAMU DBOMbL,  2UNOMOHULU,
nopasiceHuem cepoya u nedeHu,

O Oemu cmapuie2o 803pacma U 83pocivie ¢ HeNepPeHOCUMOCMbIO PU3ULEeCKOU HaA2pY3KU,

npucmynamu 601U 8 MblUYax, padooMUOIUZOM, MUO2NOOUHYPUELI.

PexomMeHyeTcss B MEXKIPHUCTYIHBIM MEPUOI B MPOILECCe KOMIUIEKCHOTO JICYCHUS
KOHTPOJIUPOBATh JabOpaTOpHBIC MMOKa3aTed HEe peke 1 pa3a B roji, mapaMeTpbl KUCIOTHO-
OCHOBHOTO COCTOSTHUSA — He pexe 1 paza B 6 mecses [12].

(Cuna pekomengauum C; Yposenb nokaszarenabcers 1)

KommenTapum: /Ipo6odsim KoHmpoib KIUHUYECKO20 AHANU3A KPOBU, YPOBHS 2eMO2I00UHA,
obujeco benka, arbOYMUHa, 210KO3bl, OUTUPYOUHA, MPAHCAMUHAS, KpeamuHpochoKkuHaszvl,
CHIBOPOMOUHO20 Jicene3d, ICCEHYUANbHBIX JHCUPHBIX KUCIOM, C80O00HO20 KAPHUMUHA U
AYUIKAPHUMUHOS, NAPAMempbl  KUCIOMHO-0CHOBHO20 COCMOSIHUL  KPOBU, ONpedeieHue

COOQpOfCCZHu}Z Op2caAHUYEeCKUX Kucioni 6 moue.
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Hebnaconpusmuule nabopamopHvie NPU3HAKU, ceudemenbCcmeayuue 0
HecOaNanCupOBaHHOCMU — Mepanuu U  yepose pa3gumus  MemaboauyecKkoeo Kpusd:
VMeHbUleHUe CO0ePIHCAHUA CB0D0OHO20 KAPHUMUHA, 2NIHOKO3bl, MEeHOeHYUs K CHudxcenuio pH
Kposu, oeghuyumy oCHOBAHUL, HAPACMAHUE COOEPHCAHU AYUTKAPHUMUHOB C OYEHb OIUHHOLL
yenvio (Mpu CHUMNCEHUU NOKA3amensi C80O0OHO20 KAPHUMUHA) 6 KPOBU U NOBbIUUEHUE
IKCKpeYUul OP2aHu4ecKux KUciom.

Ha mnedocmamounocms HYmpumueHOU NOOOEpHCKU YKA3bIBAem  CHUMNCEHUEe YPOGHS.
2emoenobuna, oicenesa, obwezo berka u anvoymuna. Huskuil yposeHb 8 Kpoeu
ICCEHYUANbHBIX — JICUPHBIX — KUCIOM  (TUHONEBOU,  JIUHONEHOBOU,  APAXUOOHOBOL,
00K03a2eKCAeH08oll U Op.), HapyueHHoe COOMHOWEeHUe TUHOIe80U/IUHONICHOBOL KUCIOm (8
Hopme 5:1 — 10:1) mocym o06ycnosums 3a0epix#cKy pocma, oucmpoduiecKue uzMeHeHUs.
KOJICU U 80]10C.

2.4 UacTpyMeHTAIbHAS JUATHOCTHKA

Pexomennytorcss pertrenorpadus rpyaaor kinetku, DK, OxoKI mis uckitoueHus wim
MOJTBEPIKAEHUs ) TTaTtojoruu cepaia [3,12,13, 15].

(Cuna pexomenaanuu C; YpoBeHb jgoka3atejbers 1)

Pexomennyercss Y3U opraHoB OpIOIIHOW IOJIOCTH W TOYEK JUIS HWCKIFOYEHUS (WM
MOJITBEPIKICHUS ) TATOJIOT MU TIeueHu 1 movek [12,13, 15].

(Cuna pexomenaauuu C; YpoBeHb jjoka3arebeTs 1)

PeKOMCHHyeTCfI IMPOBECACHUC O(bTaJ'II)MOCKOHI/II/I npu IMOAO3pPCHNHN Ha  IIaTOJIOTHIO
3pHUTeNBbHOrO aHanu3atopa [12,13, 15].
(Cuna pexomenaanuu C; YpoBeHb joka3areabeTs 1)

2.5 NHasi AMATrHOCTHKA

PekoMeHnayeTcss KOHCYNbTaTHBHAs TOMOIIb CHEIHAIUCTOB OQTAIBMOJIOTA, KapauoJiora,
racTpO’HTEPOJIOra, FTeHETHKa, AUeToJora, HeBponarosora [12,13, 15].

(Cuna pexomengauuu C; YpoBeHb joka3areabers 1)

Kommenrapuu: [lo nokasaumusam npo8oosamcs KOHCYIbMAYUU 2emMamonozd, Opmoneod,
ncuxonoea.

2.6. lnddepeHunanbHasg TMATHOCTHKA
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e PexomeHayeTcss TPOBOAUTH JU(PQPEpEeHINATIBHYI0 JUArHOCTUKY C THIOKCHUYECKHMHU
MOPAXCHUSIMH HEPBHOW CHCTEMBI, BHYTPUYTPOOHBIMH HHQEKIHMSIMHU, HACICICTBEHHBIMH
HapylIeHUsIMA OOMEHA BELIECTB, B YaCTHOCTH, OPraHWYECKUMH alHIeMUsAIMH, Aedexkramu
[UKJIa CHHTE3a MOYEBMHBI, APYrUMH (opMamu aedeKkToB TpaHCIoOpTa M [-OKUCICHHS
KHUPHBIX KHUCJIOT, & TAKXKE C KapJHOMHUOINATHIMHU, TeNaTUTAMH PA3IMYHOTO MPOUCXOKICHHS
[4,9,10,11].

(Cuna pexomengauuu C; YpoBeHb jgoka3areabcrs 1)
3. JIeuenne

3.1 KouncepBaTuBHOE JieyeHH e

Cmpameeus neuenusi nayuenmos ¢ HacieocmeenHvim oeghekmom ayun-KoA oezcudpozerasvi
HCUPHBIX KUCTOM C OYeHb OIUHHOLU YenepOOHOl Yenblo HOCUM KOMNIIEKCHbIUL Xapakmep, 8 e20 OCHO8e
JIeAHCUM KOPPEeKYUs MemaboIudecKux HapyueHull noCpeoCcmeom ouemvl, KOmopas 3aKioyaemcs 6
CHUDICEHUU NOompebieHUss OOIbHbIM NUWEBbIX HCUPO8 6 Kauecmee pe3epeHoll COCMABIsuell
MKAHEBOU OUOIHEPLeMUKU, MUHUMUAYUU KAMAOOIUSMA JICUPHBIX KUCIOM U YMEHbUEHUU UX
3HAUUMOCIU OJI1 80CNOJHEHUs IHEP2O3AMPam KiemKu ¢ obecnedeHuem HOPMAIbHLIX NPOYeccos
amabonuzma, pocma u HympumusHozo cmamyca Oemeil. Inasuas 3adaua ouemomepanuu — Mo
npouiaKmuka  20100aHus, NPeOynpedcoeHue SUNOSIUKEMUU U MUHUMATLHO — OONYCMUMOE
CHUDICEHUE NOCMYNIEHUsL C NUWell NAMO2eHeMUeCKU 3HAYUMbIX HCUPHBIX KUCIOM (8 OAHHOM CyyYae

HCUPHBIX KUCTOM C OYEHb OJIUHHOU Y2NepOOHOU Yenbio) U UX UCTMOYHUKOS.

® PCKOMCHI[yCTCH HadyaTb JUCTHUYCCKOEC MW CHMIITOMATHYCCKOC JICUCHUEC npu II€pBOM
HOHOSpeHI/II/I Ha I[C(l)I/IHI/IT aHI/IJ'I-KOA I[GFI/II[pOFGHaSBI )KI/IpHI)IX KHUCJIIOT C OYCHb HHHHHOﬁ
yrﬂepO)IHOﬁ OEMBIO [0 IMOJYYCHHA TMOATBCPXKIAAOIMUX PE3YJIbTATOB JHArHOCTHUKHU
[5,12,13,14 ].

(Cuna pexomenaanuu C; YpoBeHb joka3areiabcTs 1)

e B 3aBHUCHUMOCTH OT COCTOSHUSI pC6CHKa NMUTAHUC PCKOMCHIAOBAHO OCYHICCTBJIATH
OHTCPAJIbHBIM IMYTEM, a TAKKC 4YCpPC3 30HA WM TaCTPOCTOMY, paCUCT HNPOBOAUTCA CTPOIO

HHAUBUAYAJIBHO.

(Cuna pexomenganuu C; YpoBeHb qokazareancts 1)
Kommenrapuu: /[uemomepanus 3asucum om cocmosanus OOIbHO2O (MeHCNPUCMYNHbLU

nepuoo Uiy coCmosHue MemadoIuyecKo2o Kpusa,).
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e B MEXNOpUCTYNHBIH TEPHOA  PEKOMEHJOBAHO COONIOAATH OCHOBHBIE IpaBUIIA

JUETOTCpAlH.

(Cuna pexomenaanuu C; YpoBeHb jqoka3areabers 1)

O HCKJIIOYEHHUE U3 MUTaHMSI )KEHCKOI'O MOJIOKA, IE€TCKMX MOJIOUYHBIX CMECEH, MOJIOKa IpYrux
KUBOTHBIX;

O HCIIOJIb30BaHUE CHEIHATM3UPOBAHHbBIX 0e3:KupoBbix cmecelt (I[Ipunoxenne ['1);

O coOmroeHne pekuMa KOpMIIEHUHM (CTpOro mo vacam): Ajsl JeTed TpyJHOTO BO3pacTa
NPOMEXYTKH MEXKAY KOPMIICHHSIMH - He Oosee 3-X Jacos, Ui AeTedl | roga )Ku3HH — He
Oonee 4-X 4acos;

O o0Osi3aTeNbHbIE HOYHBIE KOPMJIGHHS (C HCIOJNB30BAaHHEM MAallbTOJCKCTPUHA WM
KYKYpY3HOTO KpaxMmania Juist JeTei ¢ 2-X JIETHEro Bo3pacTta u3 pacyera 2-2,5 T/Kr Macchl
TEma);

O TOAJEpKaHUE PHEPTeTUYCCKOW IIEHHOCTH MUIICBOr0 panuoHa He Hike 100 Kkai/Kr s
JeTel rpyAHOT0 U paHHETro BO3pacTa;

O HHM3KOE COJepXaHHWe >KUpOB (A7 JeTed TpydaHoro Bospacta He Oonee 25% ot
HHEPreTUYECKOM LIEHHOCTH BCEro palroHa, /it aereil 1 rona sxuznu — He 6onee 20%);

O JKUPOBOM KOMIIOHEHT paldOHa JOJDKEH OBbIThb MPEJICTaBICH MPEUMYILECTBEHHO
CpeIHEIETIOYSYHBIMH TPUTIIHIIEPUIaMH - OT 15-18% sHepreTrueckoi IIEHHOCTH palnoHa
Ha TIEPBOM TOAY >KM3HU (0KO0JI0 2 I/KT Macchl Tena) 1o 10-15% y nerteii crapuie 1 rona (ue
6onee 1,2-1,3 1/Kr maccel Tena), 0SS SHEPrOLIEHHOCTH PAllMOHA PACCUUTHIBACTCA OT
PEKOMEHTyeMO¥i [UIs 37I0pOBBIX jeTei [2];

O BO3MOXXHO MHHHMAaJIbHOE MOCTYIUIEHHWE 3CCEHUUANbHBIX KHUPHBIX KUCIOT (OCOOEHHO .-
JTUHOJEHOBOH) - 10 3% OT 00IIIel YHEPreTHUeCKOi IEHHOCTH pallioHa, 4TOObI n30exaTh
riyookoro aedunuTa;

O Mpo(uIaKTUKA CTPECCOBBIX COCTOSHUN, CIOCOOHBIX IMPOBOLIMPOBATH META0OIMYECKHI
KpH3 (MHpEeKInOHHbIE 3a0oJieBaHus, XUPYPrAYECKUE BMEIIATEIbCTBA,

MCUXO5MOIIUOHAIIBHBIC CTPCCCHI U T.H.).

e PexoMeHI0BaHO B KAUeCTBE OCHOBHBIX IMHIIEBBIX HCTOYHUKOB CPEIHEICTIOUEUHBIX KUPHBIX
KHCJIOT MCIIOJIb30BaTh B MUTAHUH TAIIUCHTOB!
o 50% oswmynbcus cpenaHenenodeunbix TpurmuepunoB (MCT - Medium  Chain
Triglycerides);
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O HaTypaJibHbIE pacTUTENIbHbIE Macia (KOKOCOBOE MAacio, Macilo IPELIKOT0 0pexa).

(Cuna pexomenaanuu C; YpoBeHb Joka3areabcts 1)

Kommenrapuu: /[[na 6cex nayuenmos He3agucumMo om — 8o3pacma  mpebyemcs
UHOUBUOYATILHOE COCMAGIeHUe PayUuona, 01 demell nepeo2o 200d HCUZHU PeKOMeHOVemcst
UCNONIb308AHUE CNEYUATIUSUPOBAHHBIX CMeCell C HCUPOBLIM KOMNOHEHMOM, NPe0CmasieHHbIM
cpeoneyenoveuHviMu mpuenuyepuoamu. Ilepeuens npooykmos, noonexcaujux UCKIrOYeHUuro

u3 payuona npeocmasenen 6 llpunoscenuu I'1

PexoMeHIyeTCst ¢ OCTOPOKHOCTBIO Ha3HAYATh TPENapathl ieBOKapHuTHHA [5,12].

(Cuna pexomenganuu C; YpoBeHb jjoka3areibeTs 1)

Kommenrapumn: Jlesokaprumun HA3HAYAOM C Yeablo YCULeHUsl C8A3bI6ANHUSL MEeMaboaIUmos
HCUPHBIX KUCIOM U TUKBUOAYUU KAPHUMUHOBOU Hedocmamounocmu 6oavHuim. [Ipumenenue
npenapamos  KapHumuHa 000CHOBAHO NAMOLEHE30M  UMEIOWUXCA  MemaboIudecKux
Paccmpoucme, u HU3KUMU NOKA3AMenamu ypoeHs c60000H020 KapHumuna 6 kposu. OOHaxo,
VUUmMuleAast  C8EOCHUsl O  BO3MOJCHOM  HeONA2ONpUsmMHOM  d¢hgexme  npenapamos
JIeBOKAPHUMUHA Y Oemell ¢ HapyuleHuemM 0OMEeHA HCUPHBIX KUCTIOM ¢ OTUHHOU YEenblo 8 Ces3U
C U30BIMOYHBIM HAKONJEHUEM MOKCUYHBIX OJTUHHOYENOYEUHbIX AYUIKAPHUMUHOS, 6HAYA]le
PpeKoMeHOYemcs UCNOIb308amb Hebobuiue 003bl npenapama (0o 20 me/ke) ¢ nociedyrouwum
yeenuuenuem 00 50 me/ke maccol mena 6 cymku (6 nekomopwix cayuasix 0o 80 me/ke) 3a 2-3

npuema.

PekoMeHIyeTcss B KOMIUIEKCHOM JICUeHHH HazHadarh runue™ [5,12].

(Cuna pexomenaanuu C; YpoBeHb jgoka3atejbers 1)

Kommentapumn: [ iuyun™ nooobno kaprumumny, obnradaem cnocobHoCmvpio KOHbIOSUPOBANMb
oepusamwi Hcupnvix kuciom. Cymounas 0o3za 6 cpeonem cocmasasem 200-600 me 6 meyenue

2-3 mecsyes.

PexomeHyeTcst Mo mokazaHUSIM Ha3HAYeHHWE BUTAMUHOB TPYMIBI B W jKHPOPacTBOPUMBIX
ButamuHOB A, D, E [5,12].

(Cuna pexomennanuu C; YpoBeHs 10ka3atejbeTs | 1)

KommenTapum: Bumamunvl HasHauaom 6 603pacmHblX NPOPUIAKMULECKUX 003aX KYpcamu

no 2-3 mecsuya.
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e PeKOMEHIyETCs 110 MOKa3aHUsIM CHMIITOMATHYECKOE JIeYEHHE HOOTPOIHBIMH TIPETapaThl |
remaronporekropamu [5,12].

(Cuna pexomengauuu C; YpoBeHb joka3areabers 1)

¢, 8K

e He pexomenayercss HUCHOIB30BaTh Ipenaparhl BalbIIPOEBONW KUCIOTHI B cllyyae
HEOOXOMMOCTH Ha3HAYCHHS aHTHKOHBY/IbCAaHTOB [5,12].
(Cuna pexomenganuu C; YpoBeHb joka3areiabeTs 1)
Kommenrapuu: V nayuenmos c oegpexmamu mMumoxoHopuanbHo2o [-OKUCIeHUs HCUPHBIX
KUCTIOM NPUMEHEHUe 8aNbNpOamos MOdiCem NPUSeCmu K pa3eumuio msicelol neueHOYHou

Heo0oCmamo4yHOCHIU.

3.2 JleyeHue B IepuoOJI META0OJMYECKOT0 KPpHU3a

Pooumenu u nayuenmur Ooondcnor 6bimb NPOUHGOPMUPOBAHLL 0O OCHOBHBIX NPUHYUNAX
Jleyenus 3a001e6anusl.

Cocmosnue MmemaboIuyeckoeo Kpuza SeIsemcs NoKa3aHuem Oasi 2OCHUMAnu3ayuu  u
npo6edeHUsT UHMEHCUBHOU, 8 MOM Yucle UHQY3UOHHOU mepanuu, KOmopas OONHCHA HAYUHAMbCS
HezameoaumenvHo. Takmuxa ieyeHuss oemell 8 nepuood Kpu3a 6KaoYaem 0ONOIHUMENbHOe 88e0eHUe
2NIOKO3bl OISl IHEPSeMUYEcKol NOOOEPI’CKU U  VMEHbUICHUST UHMEHCUBHOCMU — NPOYeCccOo8
Kamaoonuzma, — KOppekyuro — Memadoiuldeckoeo — ayuoosd, — SUNEPaAMMOHUeMUU U  BOOHO-
INEKMPOIUMHBIX HAPYUIEHUT, AKMUBAYUIO CEA3bI8AHUS HAKANIUBAIOWUXCA O0ePUBATNOE HCUPHBIX
KUCTIOM nymem y8eauyenus 003bl 1e60KAPHUMUHA, KOPPEKYUIO OUemomepanuiu.

Yempanenue cunoznuxemuu u sHepeemuieckol HedoCmamo4HoCmuy umeem nepeocmeneHHoe

3HaueHue OJis1 COXPAHEHUSL HCUZHU U 300P08bsl Oemell.

e PekoMeH[yeTCs BHYTpUBEHHOE BBeeHHe pacTBopa 10% mekcTpo3sr™ (TIIFOKO3bI) U3 pacyeTa
7 — 10 Mr/Kr/MUH 1IOJ] KOHTPOJIEM €€ YPOBHS B KpoBH [5,12].
(Cuna pexomengauuu C; YpoBeHb jjoka3areabeTs 1)
Kommenrapumu: [lpu evipasicennoii eunoenuxemuu ungysuro nauunaom c¢ 25% pacmeopa
oexcmposvl (2 ma/xe), danee npoodondxcarom 6sooums 10% entokosy co ckopocmvio 7-8
me/ke/mun. Hasnauenue 2nioko3vl He MONbKO B0CHONHAEM MKAHEBOU IHepeemudecKut
Odepuyum, HO u nooaeisem JUNOIU3 U CHUNCAEM HNPOOYKYUIO MOKCUUHBIX O0epUusamos

HCUPHBLX KUcjiom.
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Pexomenayercst KOppekluss MeTa0OoJIMuYecKoro amuuo3a (Ipu ypoBHE OHMKapOOHATOB
CBIBOPOTKH KpoBH <16 MOks/1) [5,12].

(Cuna pexomenganuu C; YpoBeHb joka3areabers 1)

Kommenrapuu: /[Jepuyum oOuxapbonamos Kynupyemcs nymem 6HYMPUBEHHO20 B86€0eHUs
WeNoUHbIX  pacmeopos. 2udpokapbonama Hampus™ (ko0 ATX - BO05XA), Kanus
xnopuo+Hampus  euopoxapoonam~+Hampus  xnopuo unu (mpucobygepa) mpucamura
(THAM). T'uopoxapbonam nampus npumensiemcs 6 euoe 8,4% u 4,2% pacmeopa ona
yooocmea nepepacuema Ha mmons NaHCO. Ezo 0o3zupoexka (Mmonwv) onpeodensiemcs no
Gopmyne: (-BE) X macca mena (ke) X 0,3. Taxoice O0nbHbIM HAZHAYAIOM WeENOUHOE NUMbe —
pacmeop coovl uz pacuema -1 uatinasn noxcxa na 200 mn 800bl, wenounvie MuHepaIbHble

8000L.

Pekomenayercs B 3aBHCHMOCTH OT TSDKECTH COCTOSIHHSI Kaxkable 6-12  vacoB
KOHTPOJIMPOBATh IMOKA3aTeIN KHCIOTHO-OCHOBHOI'O COCTOSIHHSI KPOBH, YPOBHS HATpUS U
Kanus B kposu [5,12,13,14].

(Cuna pexomenaauuu C; YpoBeHb jjoka3areibers 1)

PexoMeHtyeTcst KOppeKIus BOAHO-3JICKTPOIUTHBIX HAPYIICHUH U runepaMmMonueMun[5,12].
(Cuna pexomenaauuu C; YpoBeHb jjoka3arebers 1)

Kommenrapun: [lpu  coxpanswowelica  eunocuopamayuu  npogooOUmcs  nymem
BHYMPUBEHHO20 66e0eHUsl pu3zuorocutecko2o pacmeopa. OOHAKO HeoOX00uMo umemsv 8
8UOY, UMO 2NABHLIM MePONpUAMUeM 6 KOMHIeKce UHMEHCUBHOU Mepanuu s6Jsaemcs

g6eoenue pacmeopoes 2JIl0KO3bl U WENO0UHbIX pACmEopOos.

PexoMeHytoTCSl Ha3HAYeHUE aprUHUHA WM IMTPYJUIMHA TIPU YPOBHE aMMHaKa B KPOBH
Boiie 200 mxmoutw/n [5, 12].

(Cuna pexomennanuu C; YpoBeHs 10ka3atejbeTs | 1)

Kommenrapuu: /[onoanumenvnoe nasnauenue 250-300 me/xe apeununa unu 350 me/ke

uumpyiiiuna cmumyaupyem CUHmes Mo4esUrbl.

Bompoc 0 Ha3HaueHWM WM YBEJIMYCHHUH 03Bl JICBOKADHHUTHHA PEKOMEHIYETCS peEIaTh
CTPOro MHAMBHAYAIbHO [5,12].

(Cuna pexomengauuu C; YpoBeHb joka3areabeTs 1)
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Kommenrapuun:  Jlesokaprumun — axmusupyem  C6513bleaHUe  HAKANIUBAIOUWUXCS

OpeaHU4eCKUx KUCIOmM Npu YeiuyeHuu CymoyHou 003vl kKapuumuna 0o 80-100 me/xe,
00HaKo, O0omMayus KAPHUMUHOM MOMCem Npueecmu K NOBbIUEHHOMY HPOOYYUPOBAHUIO
AYUIKAPHUMUHOS C 04eHb OIUHHOU Yenblo, KOMopble CNOCOOHbL CNPOBOYUPOBAMb PA3GUMIUE

cepoeyHoll apummuu.

e PexoMeHIyeTcss KOPPEKIHs TUETUISCKUX MEPOINPHUATHI B TEPUO] META00IMIECKOro Kpu3a

[14].

(Cuna pexomenaanuu C; YpoBeHb Joka3ateabcTB 1)

Kommenrapumu: /Juemuueckue oepanuienus npu Kpuze:

O NOJIHOCMbIO UCKIIOUUMb NOMpeOieHUue HCUpPo8 HA nepuoo ocmpoco kpusa (Ha 24-48
yac.,), oanee 8600UMb MUHUMAILHOE KOIULECMBO CPEOHEYENOUCYHbIX JICUPO8 NpU
coxpanenuu 8vlcoxkoll Kaiopuiinocmu (ne menee 100—115 kxan/ke) payuona 6 0CHOBHOM
3a cuem yeneo0os;

O usbezamuv 20100aHUSA, KO20A NPEKPAUAIOMCS UHDY3UU.

e PexomMmeHayeTcs MCIONIB30BAaTh NPUEMIIEMBIN Ui peOeHKa Crioco0 KOpMIIEHHS! (SHTEpaIbHBIN
CaMOCTOSTEIIbHO, Yepe3 30H]1 K racTpoctomy) [14].
(Cuna pexomenaanuu C; YpoBeHb goka3atejbers 1)

3.3 Xupyprudeckoe Je4eHue

e Ilpy BO3HHMKHOBEHUM IIOKa3aHUM I XUPYPrUYECKUX BMEILATEIBCTB PEKOMEHAYeTCs
KOJUIETHAIbHOE TIPHHSATHE PEIICHHs O TAKTHKE ero mposeaeHus [5,12].

(Cuna pexomenaauuu C; ypoBeHb YoeaUTEIbLHOCTH JoKa3aTeabeTB 1)

4. PeaOnauranus

e PexoMeHIyIOTCS peaOMIMTAllMOHHBIE MEPOINpPUATHS, HalpaBlIeHHblE Ha KOPPEKILHUIO
KapIUOJIOTUYECKUX, OPTATBMOJIOTMYSCKUX U HEPBHO-TICHXUUECKUX Hapymenui [4,5,12].
(Cuna pexomengauuu C; YpoBeHb joka3areabeTs 1)
5. IllpodpunakTuka U AMCNAHCEPHOE HAOIIOIEHUE
IIpopunaxmuueckue mepol 6Ka0OUAIOM MEOUKO-2eHEMUYeCKoe KOHCYIbmUuposanue cemeu u
NPEHAMANbHYI0 OUACHOCMUKY, KOMOPAs NPOBOOUMCS C NOMOWbBIO MONEKVIAPHO-2eHemU4ecKo20
uccredosanus buonmama xopuowa c visenenuem mymayuu cena ACADV.

Heonamanvnuiii ckpunune ¢ Poccutickoti @edepayuu ne npogooumcs.
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IIpooondcumenvHocms 2ocnumanu3ayuy 3a8Ucum om cKOpocmu eepuguxayuu ouazHosa,
KOppeKyuu memadoruyeckux HapyuwleHuti nymem HnpoeeoeHust UHMEeHCUSHOU mepanuu U Ha4aid
namozeHemu4eckou Ouemomepanuu, a maxdice om CpoKo8 NOAENEeHUS NOJTOHCUMENbHOU OUHAMUKU
CO CMOPOHbI YEHMPAIbHOU HEPEHOU CUcCmeMbvl U Opyeux OpeaHo8, CKOPOCMU BOCCMAHOBNIEHUs
nokasamejetl 2110K03bl KPOBU U KUCTIOMHO-UENI0YHO20 COCMOSIHUSA, OMEem HA JedeHue Ommeddencs
6 meuenue 5-7 Oneul. [Ipebvieanue 6 cmayuonape 6 cpeonem cocmasisiem 21 Oenw.

Ilocne vinucku u3 cmayuoHapa 0emu HyHcOaromcs 8 HaOa00eHuU neouampd, Hespoioeaa,
Kapouonoaa, 2acmpodHmeponozd, opmanomonoza, ouemonoea, 2enemuxa, nposedenuu IKI' (no
nokasanuam - Xoameposckozo monumopuposanusi IOKI), Oxo-KI, Y3U opeanos o6prowHoll
nonocmu He pedice 2 pas 8 200.

Edscemecsauno  Heobxo0umo — nposooums — KOppekyuio — jaeyebHo20 — NnumaHus U
cumnmomamudeckou mepanuu, 1 paz 6 6-12 mecayee pexomeHOyemcs KOHMPOIUPOBAMDb
cooepoicanue NamMoI02UYecKUx MemaboIumos 6 Cbl8OPOmMKe Kposu Uiy Moye MemooomM maHOeMHOU
macc-cnekmpomempuu.

Eoiceco0no demu 0onswcHbl npoxooumo yeuyOieHHy0 OUCNAHCEPU3AYUIO 8 YCLIOBUAX OHEBHO20
cmayuoHapa (OaumenbHoCmy 2ocnumanusayuu He menee 10 cymok), 20e makaice 0Cywecmsaisaiomcs
HeobX00uUMble peaduIUmMayuOHHble MePOnPUIMUSL.

Pooumenu dondicuv Obims 00yueHbl NpagUIAM OpeaHU3AYUY MEPanUuU 8 MedCHPUCTNYNHbBIL
nepuoo u 8 nepuood yepo3vl Memaboauyecko2o Kpusa. ¥ pooumeneii pebenka u npu pedenke ecee0a
001)1CHA ObIMb NAMAMKA C YKA3AHUEM HEOMJIONCHBIX MEPONPUSMULL 8 Nepuod HAYUHAIOUe20cs

Memaboauyecko2o Kpusa.
6. lonosiHuTe IbHASI MH(POPMALUS, BIUSIONIAS HA TeYeHHE U MCXOJ

3a00J1eBaHHA
[IporHo3 cocTosiHuS U YPOBHSI NCHUXHYECKOTO Pa3BUTHUS IMALMEHTOB 3aBHCHUT OT TSXKECTH
3a0o0JieBaHus, CTENIEHU MOPAKEHUSI BHYTPEHHUX opraHoB (cepaue, nedenb) u [THC, cpokoB Hauana
neyeHuss U 3(G(PEKTUBHOCTH MHTEHCUBHOM Tepamuu MpH MeTaboIruecKod aekoMmeHcauuu. Pano
MaHH(]ecTUpyomas cucTeMHas (gopma 3abosieBaHUs OOBIYHO UMeeT OoJiee TsDKeJIoe TEYeHUe U

MeHee 0JaronpusTHbIN MPOTHO3.
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Kpurtepuu xkauecrBa

Cuia

peKoMeHaanuii

YpoBeHb
y0eauTeJJbHOCTH
J0Ka3aTe1LCTB

BeinonHeHo onpeneneHne ypoBHs aMMHOKHUCIIOT,
OpPraHUYECKUX KUCIIOT, AllUIKAPHUTHHOB B CBIBOPOTKE
KpOBH (MJIM B CyXOM IISITHE KPOBH) METOJOM TaHAEMHOMN
Macc-CIIEKTPOMETPUH IIPU NIEPBUYHOMN TUAarHOCTUKE U
He pexe 1 pasa B roa.

B

BeimonHeHa MoJieKyIsipHasi JTUarHOCTHKA MyTalluu B
reie ACADV nipu nepBUYHON TUArHOCTUKE

HpOBez[eHa AUCTOTCpAIIus CO CHUKCHHBIM
KOJIMYCCTBOM KHUPOB, UCITIOJIB30BAHNEM HU3KOXUPOBBIX
CIICHUAJIM3UPOBAHHBIX ITPOAYKTOB.

BrinonHena cumnromaTiudeckast Tepamnus mpu
YCTaHOBJICHHOM JIMAarHO3¢€ HEJO0CTATOYHOCTH allHJI
KoA-neruporeHasbl >KMPHBIX KUCIOT C OYCHD JJTMHHOMN
LIENBIO

BrimonHeHa KoppeKIus BOJIHO-3TIEKTPOIUTHBIX
HapyIIEeHWH B IEPUOJT META0OIMYECKOTO KpH3a U
koHTposib KOC KkpoBH mocre ero crabuin3anuy He
pexe 1 paza B 6 mec.




10.

11.
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IIpunoxenne Al. CocraB paboueii rpynnsl

. bapanoB A.A. — akagemuk PAH, mpodeccop, a.m.H., [Ipencenarens Mcnonkoma Corosa

neauarpos Poccum.

HamazoBa-bapanosa JI.C. - unen-kopp. PAH, npod., 1.m.H. 3amecturtens [Ipencenarens
Ucnonkoma Coro3za neauatpos Poccun.

BopoBuk T.J. — n1.m.H., npod., unen Hcnonkoma Coro3a neauatpos Poccun.

BbymyeBa T.B. — 1.Mm.H., unen Coro3a neauarpo Poccun.

I'no6a O.B. - k.m.H., wien Coro3a neguatpoB Poccun.

Kypxosa H.B. — x.M.H., wien Coro3a neguatpos Poccun.

3axaposa E.1O. — n1.m.H., ipo., wieH Accouuany MEAUIIMHCKUX TeHETHKOB.

3BonkoBa H.I'. - k.m.H., unen Coro3a neauarpoB Poccun.

Ky3zenkoBa JI.M. - 1.m.H., ipod., wien Mcnonkoma Coro3a nequatpos Poccuu.

. Kyues C.W. - n.m.H., nipod., wieH-kopp. PAH, npe3uaeHT Accoruanuu MeIUIIMHCKAX

TCHCTUKOB.

HuxkonaeBa E.A. - 1.M.H., 1pod., 4ieH AcCOIHalMK MEIUIIMHCKUX TeHETUKOB.
HoBukos I1.B. - 1.M.H., ipod., uieH Accolranii MEIUITTHCKUX TeHETUKOB.
IymkoB A.A. - x.0.H., wied Coro3a nenuatpoB Poccum.

CaBoctbsanoB K.B. - k.0.H., unen Coro3za neauatpoB Poccun.

ABTOpI)I MOATBEPKAAIT OTCYTCTBUE (l)HHaHCOBOﬁ I[O}])]ep)KKI/l/KOH(l)JIHKTa HHTEPECOB,

KOTOPbIN HE00X0AUMO 00HAPOAOBATH.
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IIpunoxenue A2. MeronoJiorust pa3padoTKi KJIMHUYECKHX PEeKOMEHIaui
HeJIeBaﬂ AyJUTOpUd JaHHBIX KIMHUYECCKUX peKOMeHI[aHHﬁ:

J neauarpsl (koa crenuanbHocTd 31.08.19);

. BpayM oO0IIel ceMelHOM MpakTuku (ceMeliHas MeaunuHa) (ko cneruaibHocT 31.08.54);
) renetuku (kox cnenuansaoctu 31.08.30);
) auerosiord (kox crermaipbHoct 31.08.34);

. HeBposioru (koj criermansHoctd 31.08.42);
) MEIUIMHCKHUE rcuxotoru (ko creransHocTi 19.00.04);
. nedexronoru (kox crermanbHocTH 44.03.03);

° CTYIEHTBI MeIULIUHCKUX BY30B, HHTEPHBI, OpIUHATOPHI;

Taoauna I11 — YpoBHU 1I0CTOBEPHOCTH J10KA3aTEIIbCTB

YpoBennb HcTOoYHHNK 10KA3aTEIbCTB
JAOCTOBEPHOCTH
1(2) [IpocniekTBHBIE PaHAOMHU3UPOBAHHBIE KOHTPOJIUPYEMBIE UCCIEAOBAHUS

JloctaTouHoe KOJWYECTBO HCCIEAOBAHUN C JOCTATOYHOM MOIIHOCTHIO, C
y4acTHeM OOJIBIIIOTO KOJIMYECTBAa MAIMEHTOB W TIONYYEHHUEM OOJIBIIOTO
KOJMYECTBA JTAaHHBIX

Kpynueie meta-ananussl

Kak MuHMMYM OJHO XOpOIIO OpPraHW30BaHHOE PaHIOMHU3UPOBAHHOE
KOHTPOJIUPYEMOE UCCIIEOBAaHUE

PemnpesenTaTrBHas BHIOOpPKaA MAI[UEHTOB

11 (2) [IpociekTuBHBIE ¢  paHOOMHU3alMEeH WM  0€3  WCCIEJOBaHHUS  C
OIrpaHUYCHHBIM KOJIMYECTBOM AJaHHBIX

Heckonbko nccieqoBalmii ¢ HeOOIbIINM KOJIHYECTBOM IIAIIEHTOB
X0opoI110 OpraHu30BaHHOE MPOCTIEKTUBHOE UCCIIEIOBAHUE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHBI, HO IPOBEICHBI HAa XOPOIIIEM YPOBHE
Pe3ynpTaThl HE IPE3CHTATUBHBI B OTHOIICHHUH 1IE€I€BOW TOMYIISLIUH
X0opoI1I0 OpraHu30BaHHbBIC UCCIICTOBAHHS «CITY4ai-KOHTPOIbY

1 (3) HepangomusupoBaHHbIE KOHTPOJIUPYEMBIE UCCIIEOBAHUS

HWccnenoBanusi ¢ HEAOCTATOYHBIM KOHTPOJIEM

PanmoMu3upoBaHHble KIMHAYECKHE HCCICIOBAaHHMS C Kak MHHUMyM |
3HAYUTEIBHOM Win KaK MHHAMYM 3 HE3HAYMTEIbHBIMH
METOAO0JIOTMYECKUMHU OITMOKaMU

PerpocniekTBHBIC MM HAOIOJATEIEHBIC HCCIICTOBAHUS

Cepusi KIIMHUYECKUX HAOTIOICHUI

IIpotuBOpEUuBLIE  HAaHHBIE, HE  IO3BOJIOLIUE copMHpOBaTH
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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
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OKOHYATCJIbHYIO pEKOMECHAAIUIO

1V (4) MHeHue  JKcmepTa/maHHblE W3 OT4YeTa  OKCIEPTHOW  KOMUCCHH,

OKCIICPUMCHTAJILHO MMOATBCPKACHHBIC U TCOPCTUUCCKU 000CHOBAHHBIE

Ta6auna I12 — YpoBHH yOaUTENTEHOCTH PEKOMEH AT

YpoBeHb
Onucanue Pacumdponka
y0eauTeJIbHOCTH
Pexomenpanus ocHoBaHa Ha
BBICOKOM YpPOBHE JI0Ka3aT€JIbHOCTU
(xax MuHUMYM | yOeauTenbHas Merton/Tepanus IepBoOii JTMHUY;
A nyonukamus | ypoBHs 7100 B COYETAHUU CO CTaHAPTHOM
JI0KA3aTeJIbHOCTH, II0OKa3bIBAOIIAs METOIUKOM/Tepanuen
3HAYUTEIILHOE NIPEBOCXO/ICTBO
H0JIb3bI HaJl PUCKOM)
Meroa/Tepanus BTOpOH JIMHHHY;
Pexomennanus ocHoBaHa Ha
au0o npu oTKasze,
CpEIHEM YPOBHE JJOKA3aTEIbHOCTU
IPOTUBONOKA3aHUH, UIH
(xak MuHUMYM | yOenurenbHas .
Hea(ppeKTUBHOCTH CTaHIAPTHON
B nyonukanus |l ypoBHs
METOTUKH/TePAITHH.
JI0Ka3aTeNbHOCTH, 10Ka3bIBAOIIAS
Pexomennyercs
3HAYUTENIBHOE NIPEBOCXO/ICTBO
MOHUTOPHPOBAHNE MTOOOYHBIX
HOJIb3bI Ha/l PUCKOM) .
SIBJICHU
Her Bo3pakeHuli IpOTUB JAHHOTO
PexomeHnanus ocHoBaHa Ha ci1abom
METO/1a/Tepanuy UiIH HET
YPOBHE J10Ka3aTeIbHOCTH (HO KaK .
BO3paXEHUU MTPOTUB
MUHUMYM | ybenurenbHast
MIPOJOJIKEHUSI TaHHOTO
nyonukaus |11 ypoBus
MeTOa/Teparnuun
C JI0Ka3aTeNbHOCTH, TOKa3bIBAOIIAs
PexoMeH10BaHO IpH OTKa3e,
3HAYUTENIBHOE NIPEBOCXO/ICTBO
IIPOTUBOINOKA3aHUH, UIH
MOJIb3bI HA/l PUCKOM) UIU .
Her((HEeKTUBHOCTHU CTaHIAPTHOM
HET yOeUTEeNbHBIX JaHHBIX HU O
METOAMKH/TepaInuu, pu yCIOBUU
M0JIb3€, HU O PUCKE)
OTCYTCTBHSI IOOOYHBIX 3PPEKTOB
OtcyTrcTBUE YOAUTETBHBIX
nyomukaruii |, 11 v 11 ypoBus
JT0Ka3aTeNbHOCTH, MOKa3bIBAIOLINX
3HAYUTENBHOE MPEBOCXO/ICTBO
D MOJIb3bI HA/l PUCKOM, JTHO0 He pexomennoBano

ybenutenbHble myonukanuu |, 11
uu |1l ypoBHS 1oKa3aTenbHOCTH,
MOKA3bIBAIOIIME 3HAUUTEIHLHOE
MIPEBOCXOJICTBO PUCKA HAJI MOJIb30M

AKTyanu3anus JaHHBIX KIMHHYECKUX PeKOMeHAauuii 0yaeT NPOBOAUTHLCS He pexe, YeM OJANH
pa3 B Tpu roaa. IlpunsaTHe pemeHusi 00 oOHOBJIeHMH OyAeT NPHHATO HA OCHOBAHMH
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NpeaI0sKeH Ui, peICTaABJIeHHBIX MeTHIIMHCKUMHU MPo(deccHoOHATBLHBIMH HEKOMMepPYeCKUMH
OpPraHM3anMsIMU € Y4ETOM Pe3yJbTATOB KOMILIEKCHOH OIleHKH JeKAPCTBEHHBIX NMpPenaparos,
MEIUIUHCKUAX U3/1eJIHil, a TAKKe Pe3yJIbTATOB KINHUYECKO anpodanum.



1.

2.

3.

4.

IIpunoxenue A3. CBsi3aHHBbIE JOKYMEHTbI
IIpukaz Munszapasconpasutuss PO Ne 185 or 22.03.2006 roma «O maccoBoM
o0cie1oBaHUM HOBOPOXK/IEHHBIX JI€Tel HA HACIEICTBEHHbIE 3a00ICBaHUS,
[Ipuka3z MuHucTepcTBa 3/[paBOOXPAHEHUs] U COUMAIBHOTO pa3BuTusd PD ot 16 amnpens
2012 1. N 3661 "O06 yrBepxkaeHuu [lopsiaka oka3aHusl meguaTpuIecKoi momMomu"
[Tpuka3 MunucrepcrBa 3apaBooxpanenuss P@ "OO6 yreepxkaenun llopsaka okazaHus
MEAUIIMHCKOW TMOMOUIM  OOJNBHBIM C  BpPOXKIEGHHBIMHM U (WIM)  HAacJeICTBEHHBIMU
3aboneBanusamu” ot 15 Hos10pst 2012 1. N 9171
[Tocranosnenue IIpaBurensctBa Poccuiickoit deneparuu ot 9 anpens 2015 roma Ne333
"O6 yrBepxkaenun IlpaBun QopMupoBaHUs TEpeyHs CHEIHATM3UPOBAHHBIX IPOTYKTOB

J1e4eOHOro MUTAHUs U1 NeTe-UHBAINI0B
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[punoxenue b. AiropurmMsel BeieHUS MalMEHTA

[TanmeHT ¢ mogo3peHnuemM
Ha nedunut anuia-KoA neruaporeHassl )KUPHBIX

KHUCIIOT C OYEHEb UTUHHOMW TTETTLI0

'

[wnarnoctuka

!

Koucynbrarmst HET Huarnos

npo¢UIEHOTO
HOATBEPKICH
CTICIIHAINCTA

JA

Tepanus B cTariioHape

JlucriancepHoe HaOMIOICHUE U
JICUEHHE C TEPUOTUUECKUM
KOHTPOJIEM B CHEIHATM3UPOBAHHOM

> MeIMaTPUIECKOM OTJIEJIEHUN

Tepanus

A

HET

s¢dexTrBHA
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punoxenue B. Undopmauus 1/ manueHra

Hapymenne B-okuciaeHus )UPHBIX KUCIOT C OYEHb JTMHHOW IEThI0 WU JNEPUIMT aIuii-
KoA peruaporeHassl ®KUPHBIX KHCIOT C OYEHb JJIMHHON YIJIEPOJIHON IeNbl0 OTHOCUTCS K TpYIINe
HACJIEJICTBEHHBIX MUTOXOHAPUATBHBIX J1e()EKTOB.

Hetu c¢ mnomo3penueM Ha aedumur ammwi-KoA permaporenazsr KKOJIL TpeOyroT
TIIATEILHOTO oOcienoBaHust U HabmogeHus. CeMbH, B KOTOPBIX €CTh OOJIbHBIE € TOJOOHBIM
YCTaHOBJICHHBIM AuarHo3oM [1A, TOIKHBI IPOUTH MEAUKO-TEHETHUECKOE KOHCYIbTUPOBAHHE.

B xnuHMuYeckol kapTUHE MpeobNafaroT 3a/epikKa MCUXOMOTOPHOTO PA3BUTHUS, MOPaKEHUE
cepana (KapIMOMHONATHH), TTeYeHN (IIeYeHOYHas popMa) WM cMelIaHHas ¢opma ¢ TMOpaKeHHEM
HECKOJIBKUX OPTaHOB.

JleueHue — HU3KOXKHPOBasg JUETa C HCKIIOYEHUEM TMPOAYKTOB, OOTaThIX IKUPHBIMH
KHUCIIOTaMU C OYEeHb JUTMHHOM IIeMbI0, UX TIepeUYeHb MPEACTaBICH B MpUiIoxkeHuu ['1.

BaxHo, 4rOo M3 mNHUTaHUA JE€T€W NEPBOro0 TroAa >KU3HU TOJHOCTBIO HCKIFOYAKOTCS
MaTEPHUHCKOE MOJIOKO M JIETCKHE aJalTHPOBAHHBIE CMECH, TaK KaK OHHU SIBISIFOTCS HCTOYHUKOM
JUIMHHOIIETIOYEYHBIX JKUPHBIX KHUCIOT. B 3THX cioyyasX HUCHONB3YIOTCS CIeHUaTIU3UPOBAHHBIC
nedyeOHbIe CMeCH, He COoJepiKalllhe >KHMpa, a B KaueCTBE >KUPOBOW T0OABKU HCIOJB3YIOTCS TOIBKO
CPEIHEIETIOYSYHBIC JKUPBI, MPOIYKTHl WX COJACpXKAIIUE WM CICIHATbHBIC JKUPOBBIC SMYIIbCHH
(mpunoxenue I'1).

HaunGonee omacHBIMU IS JKU3HH COCTOSTHUSIMHU, BEIYIIUMHU TPU OTCYTCTBHUU JICUYCHHS K
HEOOPATUMBIM TMOCIEACTBUSM BILIOTH JO JIETAIBHOTO MCXOJa, SBISIOTCS METa0OIMYeCKHe KPH3bI,
COTIPOBOXKAAIOIINECS CHUKEHUEM YPOBHS caxapa B KpOBU (TUIIOTTITUKEMHUS).

Kpu3bl 00BIYHO MPOBOMMUPYIOTCS TAKMMH HEOJIArONMpUATHBIME (aKTOpaMH, KaK HapYIICHHE
JTUETHI, TIpeHEOpeKCHIE Ha3HAYCHUSIMHU Bpada, BUPYCHBIE M OaKTepHallbHbIC HH(DEKITHH, CTPECCOBBIC
CUTYalliH, TPABMBI U, XUPyPTHUECKHUE BMEIIATENHCTBA, SMOIIMOHATBHBIC U (PU3NYECKU HATPY3KHU.

[IpenBecTHUKaMKM Kpu3a SBISETCS CHUKCHHE OMOIMOHAIBHOTO TOHYCA, BSUIOCTD,
COHJIMBOCTH, Jajiee pPEOCHOK OTKa3bIBACTCS OT €IIbl, MOXET OBITh PBOTA, BO3MOXKEH MOIHEM
TEeMITepaTypbl, 0COOCHHO NMpH Ae0r0Te MHHEKITMOHHOTO 3a00I€BaHMUS.

[Tpu mepBBIX CUMITOMAaX METa0OTUIECKOT0 Kpr3a HEOOX0IUMO CPOYHO TOCTIUTATH3UPOBATH
pebeHka, 710 pre3aa Bpaya CKOPOi MOMOIIIHM He3aMeTUTETFHO HayaTh TeParuio Ha JOMY.

Tepanus na oomy
[Tpu Hanmuuu GeOpUIBLHON TUXOPATKH HIKE 38,5°C u OTCYTCTBHUU TAKUX CUMITOMOB Kak,

pBOTa, OTKAa3 OT €Ibl M pPa3JINYHBIX HEBPOJIOTMYECKUX HAPYIICHWM II0Ka3aHO IPOJOJKEHUE
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OCHOBHOM METa00JIMUYECKON Tepalui U MAaKCUMaJIbHOE OTpaHUYEHHE OCTYIUICHUS HATYpalbHOIO
Oernka ¢ uIIel Ha CpoK a0 12 yacoB, rocnuTamu3aius 00IbHOTO.

IIpy Hanmuyuu TeMIEepaTypsl BbILLIE 38,5°C narot JKapOIIOHMIKAIOIKUE CPEACTBA, B TOM UYHUCIIE,
ubynpoden, B no3e 10-15 Mr/kr/cyTku, MakCUMaIbHOE Ha3HAUEHHE Mpernapara 10 3-4 pa3 B CyTKH U
He Oonee uem 60 Mr/cyTku, oOeclnedyuBarOT JOCTaTOYHOE IOCTYIUICHHE KUAKOCTH, NPU ITOM
UCIIOJIB3YIOT PACTBOP IIIFOKO3bl U MAJILTOJEKCTPUH (IIPU UX OTCYTCTBUU - CJIAQJAKHI KOMIIOT, KUCEIIb)
B 00beMax, yKa3aHHbIX B Tabnuue 13.

[Ipu cTaOuiIBbHOM COCTOSHMM MAIleHTa Ha MPOTSHKEHUH BCEro HAOII0aeMOro IMepHoja
IPOI0JKAIOT IJIAHOBYIO CUMIITOMATHYECKYIO TEPAIHIO.

BakHO C OCTOPOXHOCTBIO OTHECTHCh K HCHOJb30BaHUIO L-kapHutuHa. C MOsIBIEHHEM
NEPBBIX MPU3HAKOB META0OIMUYECKOTO KpH3a, HE JOKUAA’ACh NMPUXOJa Bpada, CIEIyeT YBEIUYHUTH
103y nepopaibHo (depe3 pot) 10 200 Mr/Mr/CyTKH.

Ta6muua 13. OCHOBHBIE IPUHIUITEI TEPAITUU HA JOMY

A. YrieBoJipl MasnbToekcTpuH

Bospacr O06bem xuaKocTu (M) B ICHb Yepe3 poT

0-1 MunumanbsHo. 150 mu/kr

1-2 120 mn/kr

2-6 1200-1500 B cyTkH

Crapmie 6 WuTeHcnBHAs Tepanus IpoI0JHKAETCs B TOM ke 00beMe, 4TO U B Bo3pacTe 2-6
JIeT, BO3MOXKHA MHAMBUAyallbHAs ajanTanus o0beMa U J103bl.
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le/IJIO)KeHI/Ie I'l. OcHoBHBIE MAIIEBbLIC HCTOYHUKH KUPHBIX KHCJIOT C OYCHb

JJIMHHOM LeNbI0

KupHble KHCIOTBI C OYEHb IJMHHOW IENBI0 COJAEPXKATCS BO MHOTUX MPOAYKTaX JETCKOTO
MMUTaHUA, CKCAHCBHO MCIOJB3YKOTCA B PAlMOHC. OI[HaKO IIpU HAPpYHICHUMU OKHCJIICHUSA XUPHBIX
KHCJIOT OHHU OOJIPKHBI OBIThL MOJHOCTHIO HCKIIOYEHBI W3 T pe6eHKa. K Taxum npoayKTam
OTHOCSITCS
® JKCHCKOE MOJIOKO;
¢ CTAaHJAPTHBIC JCTCKUEC MOJIOYHBIC CMCCH,

e poida;

®  MOPEMPOIYKTHI;

e Oypble MOPCKHE BOAOPOCTH;

®  pPBIOUI XHD;

® CIICHUAJIBHBIC IIUIICBHIC I[O621BKI/I, COACpIKaAIIC pBI6Hﬁ KUp WM JJIIMHHOLCIIOYCUHBIC

MOJINHEHACHIIICHHBIE )KUPHBIE KHCIOTHI;
® pacTUTENbHBIE IKHpBI, OOrarble >KAPHBIMA KHUCJIOTaMH C OYEHb JUIMHHOW IENbI0

(HM3KOOJIEMHOBOE TIOJICOTHEYHOE, PATICOBOE, KYKYpPy3HOE Macia).
® HEKOTOpble TMPOIYKTHl JKUBOTHOTO TMPOUCXOXKACHUS - MOIJIOKO, TBOPOXHBIC U3JIEIHS,

KHCIIOMOJIOYHBIE TIPOAYKTHI, MSICO CBUHUHBI, Callo, KOJIOACHI;

I[J'ISI BCKapMJIMBaHUA I[eTeﬁ IEpBOro roga >XU3Hu NPUMCHAIOT CHICHHUAIN3UPOBAHHBIC CMECH, B
KOTOPBIX KHUPbI HE COAEPKATCA WU IPEICTaBICHbl B HE3HAUUTEIbHOM KojudecTBe (Tadi.l). Ilpu
TOM TIO0 OCTaJbHBIM OCHOBHBIM M MHUHOPHBIM MHUIIEBHIM KOMIIOHEHTaM CMECH YAOBIETBOPSIOT
MOTPEOHOCTH TPYAHBIX JeTel. J[7s KOMIeHCcalluu >KUPOBOTO KOMIIOHEHTA HCIIONB3YIOTCS KUPOBBIE
SMYJIBCHHU (CHGHI/I&J’II/I?;I/IpOBaHHI)Ie HpO)IYKTBI) HJIM HaTypaJIbHbIC MacCjia, ABJIAIOIMIUCCI HCTOYHHKOM
cpennenenodedHbix (CILT) xupHBIX KHCTOT (KOKOCOBOE M TTAJTbMOBOE Macia).

Ta6auna 1- Uadpopmarus o npoaykrax

MPOAYKT Conepxanne Ha 100 r cyxoro nmpoaykra
benkn,r ‘ KupsLr ’ Yriesoasl,r ‘ KKaj
[TpoayKTBl C MUHMMAJIBHBIM COIEP KAHUEM KHUPA
MoHoren™ 11,4 11, B T.4. 68 424

20%- NIMHHOLIEIIOYEYHBIE
80%-cpeaHernenovyeyHbie

Basic F** 14 Meunee 0,5, B T.4. 79 374
smHoneBas<0,04
d-nmuHonenonas <0,004




>KI/IpOBa${ OMYJIbCHUA CPEAHCUCTIOYCUHBIX JKUPHBIX KHCJIIOT

JIukBUHKEH* * * - 50,0, - 450 Ha
B.1.1.49,2 CIIT 100 ma

* peructpauus npoaykra B PO minanupyercs B 2017 rony, 3apeructpuponad B ctpaHax EC.
** IPOAYKT 3aperucTpupoBaH Toibko B ctpaHax EC, perucrpauus B PO He mianupyercs.
***npoaykT BKItoueH B Ilepedyens criennani3upoBaHHbIX IPOAYKTOB /JIs A€TEH HHBAIU/IOB.
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Ipuaoxenne I'2. IlocaenoBaTeIbHOCTH peakuil f-OKUCIEHUS KUPHBIX

KHCJIOT*
B o §
. = = =» CHy ~~_CH, - CH, - CH, - C~SKoA Auptn-KoA
.~ C=n
’
E -KOA-

! — AD Aumn-KoA-perupiporexasa

: N FAD-H, —= 2AT®

: B 9

: CH,~~ CH, - CH = CH - C~SKoA Exoun-KoA

I

|

: = H20

: ' Exoun-KoA-rvaparasa
B-Okwcnenune b?H c")

: CHy~~s CH, - CH - CH, - C~SKoA B-MuapoxcHaumn-KoA

|

- — NAD* B-runpokcuaumn-KoA-

: N—» NADH + H+— 3AT0 agdac sl

1

1

: By S

! CHy;~~— CH, - C - CH, - C~SKoA f-keToaumn-KoA

]

1

HSKoA

! @ ) B-keToaunn-KoA-Tvonaza

|‘ ‘

\\ o

b [ ?
~ === CH, ~~/CH, - C~SKoA + CH, - C~SKoA
C=(n-2)
UTK

* OAHHU U TC KC€ PCAaKIUH ITOBTOPAIOTCA C paAKaJIOM )KI/IpHOfI KHCJIOTBI O TEX II0Op, ITIOKa BCA
KHCJIOTA HC ITPEBPATUTCA B alICTUIIBHBIC OCTATKH.
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Ipuiaoxkenue I'3. PaciudppoBka npumMedaHuu
* — JleKapCTBEHHBII mpernapar, BXosiiuii B [lepedeHb KU3HEHHO HEOOXOJMUMBIX M Ba)KHEHIIHMX
JIEKapCTBEHHBIX TIPEmapaTroB Il MeAuIMHCKoro mnpuMmeHenus Ha 2016 rox (Pacmopshxenue
[TpaButensctBa PD 01 26.12.2015 N 2724-p)
"% — JexapcTBEHHBIM mpemapar, BXOslMii B IlepeucHb JIEKAPCTBEHHBIX IPENAPATOB ISt
MEAMIMHCKOTO IPUMEHEHMS, B TOM YHCJIE JIEKAPCTBEHHBIX IPENaparoB Uil MEIUIMHCKOrO

IIPUMCHCHUA, Ha3HA4YaCMbIX II10 PCIICHHUIO Bpa‘le6HI>IX KOMMCCHUH MEIUIIMHCKHX OpraHI/ISaHI/Iﬁ

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)



