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MIPU3HAKOB: T€MOJIU3, TIOBPEKICHHIE IIEUEHOUHOM NapEHXUMBI C IIOBBIIIEHUEM aKTUBHOCTH

IMCYCHOYHBIX TpaHCaAMUWHAa3 U TpOM6OIII/ITOHCHI/I$[.



1. Kparkass unpopmanus no 3a060/1eBaHUI0 WJIH COCTOSIHUIO (TpyIme

3200J1€BaHUI MJIH COCTOSIHUI)

1.1 Onpenesenue 3a00JeBAHNUS UM COCTOSIHMS (TPVIIILI 3a00J1eBAHUI MJIN

COCTOSIHM )

MI/ITOXOHI[pI/IaJILHOG B-OKI/ICJICHI/IC JKUPHBIX KHUCJIOT SABJIACTCA OAHHWM H3 BaXHBIX

OMOXMMHUYECKUX MTPOLIECCOB JJIsl BBIPAOOTKU SHEPTUU B MUTOXOHJIPUSX.

HacnencrtBeHHble HapymieHHsT MHTOXOHIPUAIBHOTO [B-OKUCIEHHS JKUPHBIX KHCIIOT
(FAOD)- rpynmna MOHOTEHHBIX 3a00JI€BaHU, CBA3aHHBIX C HAPYILIEHUEM MUTOXOHIPHAIBHOTO [3-
OKHCJICHUSI U TPAHCIIOPTa KAPHUTHHA U )KUPHBIX KUCIOT B MUTOXOHIPHSIX.

g Bcex FAOD xapakTtepHO HapylieHHe IpOayKIUK dHepruu. KiimHnueckue CMMIITOMBI,
TakKuM O00pa3oM, pa3BUBAIOTCS WM YCHIMBAIOTCI HAa (OHE KaTaOOIWYCCKUX COCTOSIHHIA,
HanpuMep, pU UHTEPKYPPEHTHBIX UH(PEKIUAX WK rojsonannu. Hanbosee yacto 3aTparuBaroTcst
OpraHsl, Uil KOTOPBIX HPHbIE KMCIOThI CIyXaT OCHOBHBIM MCTOUYHHUKOM 3HEPrUH, TaKHE Kak
ceple U ckeaeTHble Mbllbl [1,2]. Bo3pacT nanuenTa Ha MOMEHT J1€010Ta, CIIEKTP KIMHUYECKUX
CUMIITOMOB U CTEINEHb TSKECTU 3a00JIEBaHUS MOTYT Pa3InyaThCs

[1737475’6]'

1.2 9THOJIOTHS M IATOreHe3 3200JeBAHUS UM COCTOSIHUS (rpynnbl 3200J1€eBaHHH

HMJIM COCTOSIHUIA)

Kupnsie kucnots! (JKK) SBisr0TCS BaXKHBIM HCTOUHUKOM SHEPTUU OCOOEHHO B CKEJIETHBIX
MBIIIIAX, CEPALE U MEUEHU, U UX SHEPreTHUYECKasl pojib BO3pACTaET B ycIoBUsAX rogoganus. KK
MOOUIM3YIOTCS M3 JKHPOBOM TKAHM U TPAHCIOPTUPYIOTCS B KPOBOTOK, OyIydd MEPBHYHO
CBSI3aHHBIMU C aIbOyMUHOM. BonbIHCTBO TKaHe# crocoOHo pacmierisath KK no yriekucinoro
rasza v BoJipl. Ha mo3gHux cTainsix roioJJaHusi OHU CTAHOBSITCSA MPEUMYIIECTBEHHBIM UCTOYHUKOM
MPOAYKLUMHA DHEPrUM YEpe3 HMX OKUCICHUE B CKEJIETHBIX MBIIIIAX W HCIOJIB30BAHUE JUIS
MPOJIYKLIUU KETOHOBBIX Tel B ieueHH. JKK sBisitoTCS TIaBHBIM HICTOYHUKOM SHEPTUH ISl Cep/lia:
B HOpMe 60-70% sHEeprun, HEOOXOAMMOM JIJISl CEPICUHOMN MBIIIIIBI, 00ECIIEeYNBACTCS OKUCICHHEM
KK, u >t tmppsl MOTYT OBITH JaXXe€ BBIIIC B OINPEACIICHHBIX CHUTYalMsIX, HallpuUMeEp, MpH
TOJIOJIAaHUY | Tuabere.

s ocymectnenus okucneHus KK HeoOxomuma ompeeneHHas MOCIeA0BaTEeIbHOCTh
OMoXMMHYECKHX peakuuii: 1. TpaHcmopT KUPHBIX KUCIOT B MUTOXOHIpHUIO (poHuKHOBeHHE KK
yepe3 Hapy)KHYIO W BHYTPEHHIOIO MeMOpaHy MUTOXOHIpuii); 2. IlostamHoe ykopoueHue

yTJ'ICpOI[HOﬁ HCIMOYKHU KUPHBIX KHUCJIOT OO IMMOJIYYCHHA KOHCYHOI'O MPOAYKTA — aI_[CTI/IJ'I-KOA (pI/IC

1.



N3Bectno 11 pasnuuneix ¢opm HacieactBeHHbIX FAOD. JlaHHble 0 TMEpBHYHOM
MOJICKYJISIPHOTEHETUYECKOM Je(eKTe Mpu HauOoJiee 4YacThIX 3a00JICBAHUSX W3 ITOW TPYIIIIBI
npuBezieHsl B npuiiokeHnu ['1. CpaBHUTENTFHO HEIaBHO OBLIH BBISIBICHBI HOBBIE 32a00JI€BaHUS U3

3TOH IpyMIbl, CBA3aHHbIE ¢ MyTauusMu B TeHax ACAD9 u ECHSI [74].

Ka PHUTAUH ———— iLCFA MCFA
T i

A
Auyetun-KoA

(- FA|-3)HZ

FAD —=-

3-Ketoayun-KoA
B-OKMCMTENBHBI LUK

WADH ‘\ EHon-KoA

o S naDT N\

3-0OH Aunn-KoA

Puc. 1 TpaHcnopT u OKHCIEHHE JKUPHBIX KUCIOT B MUTOXOHApUH [105]

TFP — MuToXoHIOpuanmbHBIH TpudyHKIHOHANBHBINH Oenok; [IM — mmasmatmdeckas memOpana; CLCII —
KOMILIEKCHI ABIXaTeTbHON e MUTOXOHIpH; MitoOM — BHeIIHssT MUTOXOHApHaIbHAs MeMOpaHa; MitolM
— BHYTPEHHssT MHTOXOHIpHUanbHas memOpana; ETF — snexrponnepenocsumii diasonporeun; CPTI1 -
KapHUTHH nanpMuTonntpancdepasa 1; CACT — kapHUTHH allMJIKapHUTHH TpaHciokasza; CPT2 — kapHuTuH
MaJTBMHUTOWITPaHChepaza  2; LCFA- panuHHOLEnoueyHble O>KUpHbIe KucIOTh, MCFA -
cpenHenenodednslie xupHbie KuciaoTel; OCTN2 — TpancmopTep KapHUTHHA IUIa3MaTHYSCKOW MeMOpaHbI;

ETF QO — ETF(anexTpoHnepeHocAi (hIaBonpoTenH )-IeruaporeHasa.

MonekynsapHble MexaHu3Mbl natoreie3a FAOD  u MHOTHME KIWHWYECKHUE TPOSBIICHHS
oTuX Oomne3ne cxoxHbl. bompmmHCTBO  FAOD  XapakTepu3yrOTCs  HEKETOTHYECKOU
TUTIOTJIMKEMHEH TTOCIe TIEPHO/Ia TOJIOJaHUs, [IOATOMY TUIIOTJIMKEMHUIO 3TH TAIUEHTHI TIEPEHOCAT
0CO0EHHO TshkeNo. VMcTomenne sHepreTHUeCKUX PECYPCOB TPH HEBO3MOKHOCTH UCTIOIB30BAHUS
KK u Tokcuueckoe IEHCTBHE TMOCICAHMX OOYCIaBIMBAaIOT BO3HUKHOBEHHE Peiie-momoO6HOTro

curapoma. s maorux gopm FAOD xapakTepHO Mopa)XeHHE MBIIIEYHON TKaHU C MUOMATHEH



U/WIIN KapIMOMHUOIIATUEH, YTO CBSI3aHO KaK C MCTOIICHUEM SHEPreTUYECKHX PECypCcoOB, TaK H C
TOKCHYECKUM JICHCTBHEM CyOCTpPaToB OJOKMPOBAHHBIX (PEPMEHTHBIX PEAKLUUN HA MBIIICUYHYIO

TKaHb.

1.3 DnuaemMuoJiorusi 3a00JeBaHUA HJIM COCTOAHUSA (rpynnbl 3a00JeBaHUN WU

COCTOSIHMIf)

[Tocne Bxmouenuss FAOD B mporpaMMbl MacCOBOTO CKPHMHHHIa HOBOPOJKJIEHHBIX OBLIH

YTOYHEHB! JTaHHBIE O YaCTOTE ATOM TPYIIbI HACIEACTBEHHBIX Ooisie3Hedl. CyMTaeTcs, 4yTo HMX
cymmMmapHas yactora coctaBisier 1:9000, x0T MeX 1y HNOMYJIALUSIMHA MOTYT ObITh 3HAUUTEIbHbBIE
ornuuust [7]. OQHO M3 caMbIX YacThIX 3a00JIeBaHMI M3 3TOM TpPyNmbl — HEIOCTATOYHOCTh
CpeIHeenoYeqHol aeruaporenassl xupHbIX kuciaotr (MCAD) - 1: 14600- 1: 20 000. [lanubie o

gacToTe 3a00JIeBaHNI U3 3TOU TPYIIIBI IPUBEACHBI B priiokeHnn ['1.

1.4 Oco0eHHOCTH KOAUPOBAHNS 32001eBAHUA WJIH COCTOAHUA (rpynnbl 3a001eBaHu

WIN _cocTosiHuil) mo MeKIyHApOoAHO#H cTaTucTHYecKol Kjaaccupukanuu 0OoJiesHeill W

npo0JieM, CBA3AHHBIX CO 3/I0POBLEM

Cornacno MKB-10, 3aboneBanue oTtHocuTcs K Kiaccy IV, 0Oone3HsM 3HIOKPUHHOMN
CHCTEMBI, paCCTPOMCTBY MHUTaHMS U HApyIIEHHI0O oOMeHa BemecTB, E71.3 - Hapymenus oOMeHa

JKUPHBIX KHUCJIOT.

1.5 Kuaccudbukanusa 3a00JeBaHUS WJIH COCTOSAHHA (rpynnbl 3a00J1eBaHUM WM

COCTOSIHM i)

N3BectHb! 11 ocHOBHBEIX (hopMm FAOD. Bee onM cBsi3aHbI ¢ HapylIeHHueM (yHKIMU O€JIKOB,

KOTOpBIE€ YYAaCTBYIOT B METa00JIM3ME KUPHBIX KUCIOT U KapHUTUHA (npuioxenue I'1). Kparkas
KJIMHUYECKasi XapaKTepUCTUKa OTIENIbHBIX (hOpM MpUBeeHa B npuiioxkeHuu ['2. B 3aBucumocTu
0T MeTaboIMUecKoro OJ0Ka pazaudaroT (pOpMbl, CBSI3aHHBIE HEMOCPEACTBEHHO C HApYLICHUSIMU
(epMEHTOB OKHCIEHMsS KUPHBIX KUCIOT U (OpPMBI, CBSI3aHHbIE C JeekTaMu MeTabonu3Ma U
TPAaHCIIOPTa KApHUTHHA U )KUPHBIX KACIIOT.

o BemymeMy cuMOTOMOKOMIUIEKCY, BBIIENAIOT cienytomre hopmel FAOD:
0 cucreMHyI0 C IOpaK€HUEM cepAla U nedeHy; [ neueHouHyro;

0 mMuomaTH4ecKyro.

[To cpokam mosiBIEHUS MEPBLIX MPU3HAKOB PA3INYAIOT (OPMBI:

0 HeoHaTalbHYIO;

0 nerckyro ¢ MmaHu(decTamuen B mepBbie ABa IO )KU3HH,

O mo3gHroro.
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1.6 Kiimnn4yeckasi KapTuHa 3a00J1eBaHUAs HJIH COCTOSHUSA (Irpynnbl 3a00JeBaHNii NI

COCTOAHUI

[Tpu Bcex ¢opmax FAOD BbLAEHSAIOT pa3Hble MO CpPOKaM MaHU(ECTalUd BapUAHTHI
3a00JIeBaHU.

Obwue KiunuyecKue nposAIeHUs HAPYUEeHUL OKUCTEHUS. HCUPHBIX KUCTOM

FAOD wumeror MHOro OOMMX KIMHAYECKUX MposiBIeHUH. OOBIYHO BBIACISAIOT
HEOHATAIBHYIO (PaHHIOK), NETCKYIO (MH(DAHTUIILHYIO) U TTO3IHIOK (B3pOCIyI0) (OpMBI O0JIE3HHU.
Pannss popma oTimnyaercs 0COOCHHOI TSKECThIO, MeTaboIMYeCKre HapyIIeHUS YaCcTO PUBOJIAT
K HApYIICHUIO CO3HAHUS, XOTSI KOMaTO3HbIE COCTOSIHUS MOTYT BOSHUKHYTh U IIPH JI€TCKOU, U MPHU
no3aHer hopmax.

OCHOBHBIE KJIMHUYECKUE MPOSIBICHUS: HEBPOJIOTMUECKNE HAPYLIECHUS B BUIEC YTHETCHUS
CO3HAHMS BIUIOTH JI0 COMHOJICHIIMM U KOMBI, OOLIEH BsUIOCTH, ITOBTOPHAsl pBOTA, yBEJIWYEHHE
pa3MepoB IE€YEHH, IPOrPECCUPYIOLIEe IMOPAKEHUE CepAua B BHAE KapAMOMHUONATUU WIU
HapylIEeHUs CepAeYHOro purma. JleTu MOryr oTcTaBaTh B IICUXOMOTOPHOM pa3BUTUU. Y
MAlMEeHTOB 0oJiee CTapliero BO3pacTa IOMHHHPYIOT MHOMATHUS W TMOpakeHHue MHOKap/a,
XapaKTEPHBI MPHUCTYIIBI MBIIIEYHON 00JH, pabIOMUOIN3a U MUOTIIOOWHYPHH, MPOSBIISIONIHECS
M3MEHEHHEM I[BE€Ta MOYH JI0 KOPUYHEBATO-OYpO OKPACKH.

XapaxtepHoii ueptoit FAOD siBiisiercs TO, 4YTO KIMHUYECKUE CUMIITOMBI PA3BUBAIOTCS WIIN
ycuIuBalOTcs Ha (oHe KaTaboNMUeCKUX COCTOSHUM, HAmpuMep, MpU MPOAOKUTEITHHON
busznyecKoil Harpy3ke, WHTEPKYPPEHTHBIX HHGEKUUAX WU TOJIOJaHUH, KOTJAa MPOUCXOTUT
BBICBOOOKIEHNE SHAOTeHHBIX JUNKI0B. Hanbonee yacto 3arparuBaroTcst oprasbl, JUisi KOTOPBIX
JUTMHHOIICTIOUEYHBIE KUPHBIE KHUCIIOTHI CIY>KaT OCHOBHBIM HCTOYHHUKOM JHEPTUHU, TaKHWe Kak
Cep/lie U CKeJIETHbIE MBIIIHI [3,8].

YacteiMu  cumnroMamu  FAOD  sBIAIOTCS  HEKETOTHMYECKas  TUIOTIIMKEMMUS,
KapJIMOMHUOTIATHSI ¥ MHUOIIATUSI, STH CUMIITOMBI MOTYT TIPOSIBISITHCSI KaK M30JIMPOBAHHO, TaK U B
COUYETaHUH.

Hapymenust cepmedHoro puTtMa © KapAUOMHUOINATHs, HauOoJee dYacTo MPOSBISAIOTCS B
HEOHATaJbHOM IEPUOJIE€ U PAaHHEM JETCTBE, HO MOTYT Pa3BUTHCSA B MEPHO] META0OINYECKOTO
KpH3a 1 B 6ojiee O3/IHEM BO3pacTe.

B panHem geTcTBEe mNOpa)keHHWE CEpAlla MOXKET TMPUBECTH K JIETAJIbHOMY HCXOJY.
JloBOibHO 4acTO HaOOaeTcsl TUHEpTpodHsl JEBOro Kemynouka, B TSDKENBIX clydasx -
JTUIIAaTallMOHHAsT KapJIMOMMOIIATUSI CO CHIDKEHHEM (pakuuu BbeIOpoca. MHorma naOmromaercs
KapJIMOMHUONATHs B COUETaHUU C BBIIIOTOM B niepukap [9,10].

Hapymienust cepieyHoro putMma omnucaHbl npaktudecku npu Bcex FAOD u BcTpewaroTcst B

COYETaHUHU C KapAUOMHUONATUEN WM U30JupoBaHHO [11].
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Muonarust o4eHb 4acTelii cuMmnToM npu HapymeHusx FAOD. IlanueHTsl MOTYT HMpenbsBIATh
KaoObl HA MUAJITHIO, OBICTPYIO YTOMJIIEMOCTb, HEIEPEHOCUMOCTh (U3NYECKON Harpy3ku. Yarie
BCEr0 MHUOIATUS MaHU(ECTUPYET B MOJAPOCTKOBOM BO3pacTe, Ha 2-3 NECATHICTHM >KU3HHU, HO
MOKET OBITh BEAYIIMM CHMIOTOMOM M paHee. MHorja mMuomaTHsi MOXET MPOBOLMPOBATHCS
MHTECHCUBHBIMU (PH3UYECKUMU YIPAKHEHUSIMH, HO TAK)XE€ MOXKET HAOII0AAaThCs TIOCIIe
aHeCTe3WH M BUpYycHOM uHpekuu [1-5].
['emaromeranusi BO3HMKAeT BCIEACTBUE HAKOIJICHUS B II€UYEHU JKUPHBIX KHUCIOT C
dbopMupoBaHreM KUpPOBOW auctpodum medeHu [25]. Y TAMEHTOB ¢ HEIOCTATOYHOCTHIO
LCHAD u TFP MoxeT HaOI0AaThCs KIIMHAYECKAsi KapTHHA TeprUdEepUIECKON TOJMHEBPONIATHH,
IIPUYMHA Pa3BUTHs KOTOPOH /10 KOHIIA HE u3BecTHa [6, 113, 114].
VY namuentoB ¢ gepumurom LCHAD (u ¢ nedunurom TFP, HO pexe) pa3BuBaeTCs MUTMEHTHAs
nererepanus ceruatku [115-117].
Haubonee uacThle KIMHUYECKHME CUMOTOMBI Ipu pasznuuHbix Gopmax FAOD mnpueneHsl B
npunoxenuu [ 2a.

OCoOEHHOCTH KIMHUYECKHUX MPOsBIeHHH oTAenbHBIX popm FAOD npuBeneHs! HIDKE.
Hapymennst Tpancnopra 1 MeTad0/IM3Ma KAPHUTHHA U KUPHBIX KHCJIOT

B rpymnmy BXoIuT HECKOIBbKO 3a00JI€BaHU, pa3IMYarOIIUXCs M0 CpoKaM MaHH]ecTanuu,

TSOKECTH T€UEHUSI U OMOXUMUYECKUM XapaKTCPUCTHKAM.

TpancnopT JUIMHHOIIENOYEUHBIX allniI-KoA B MUTOXOHIPUH OCYILIECTBIISIETCS] C TOMOIIBIO
KapHUTHUHOBOTO LIMKJIA, BKJIOUarouero 4 6enka: 1) KapHUTHHOBBIN TpaHCIIOPTED IIa3MaTUYECKOM
memOpanbl (OCTN2), obecnieunBaronvii BHyTPUKJIETOYHYIO JOCTaBKY KAPHUTHHA; 2) KAPHUTHH-
nanemuTomnTpancpepasy 1 (CPT 1) na BHemHell MeMOpaHe MUTOXOHJPUHM, KOTOpasi MEPEHOCUT
aruibHble octaTku JKK ot KoA k kapHUTHHY; 3) KapHUTUH/ aumikapHUTUH TpaHcaokasy (CACT),
o0ecrevynBaroIlyl0 YeJTHOUHBIM TPaHCIOPT alMIKAPHUTUHOB Yepe3 BHYTPEHHIOIO MeMOpaHy B
oOMeH Ha cBOOOJHBIN KapHUTHUH; 4) KapHUTHH-nanbMuTomnTpancdepasy 2 (CPT 2), kotopas
NEPEHOCUT HA BHYTpEHHEH MeMOpaHe MUTOXOHApHUH anmibHble octaTku KK OT KapHUTHHA K
KoA. Myrtanuu COOTBETCTBYIOIIMX TE€HOB, KOAWPYIOIIMX JaHHblE O€JIKH, NPUBOAAT K

HACJICACTBCHHBIM HAPYIICHUAM TPAHCIIOPTA KAPHHUTHHA U JKUPHBIX KHUCJIOT.

Cucmemmwlii Oeghuyum KapHUMUHA
AyTOCOMHO-periecCuBHOE 3a0ojeBaHue, CBs3aHHOe ¢ wMyTanusimMu reHa SLC2245,

KOJHMPYIOIIETO TPAHCIIOPTHEIN Oenok — nepeHocuuk kapHutuaa (OCTN2). Cpoku manudecranuu
3abosieBanus oT 1 mMecsitia 10 7 et (B cpeaneM 2 rona).
Y ngereii paHHEro BO3pacTa OCHOBHOE IMPOSIBJICHHE CUCTEMHOTO JePUIUTa KapHUTHHA—

THUITOKCTOTUYCCKAad THUIIOITIMKCMUYCCKaA BHLIe(baJIOHaTI/IH (BSIJIOCTB, COHJIMBOCTb, IMOBTOpHaA
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pBOTA), MMEMOINAs MPHUCTYNMooOpazHoe TeueHue. OTMeYaeTcs yBEIMYEHHE pPa3MEpPOB ICUCHH.
Hepenko y Takux maiueHToB pa3BUBacTCa CUHAPOM Pelie ¢ runepaMMOHHEMUEN U MOBBILLIEHUEM
YpOBHsI TpaHcamMHuHa3. Takxke HaOJI0/Ial0TCs MOBBILIEHUE YpOBHEH MoueBOor kuciaoThl U KOK.
Kak nmpaBuiio, JeTH yMEpEHHO OTCTAIOT B ICUXOMOTOPHOM pa3BuTHH. [lo3xe (kak mpaBuiio, B
BO3pacTte 2-3 JIeT) MPUCOCIUHSCTCS IPOTrPECCUPYIONIasi TUIepTpouUecKas Wi JuIaTaliOHHAS
KapJMOMHUONATHsI B COYETAHWU C HAPYIICHUSIMU CEPJCYHOTO PUTMA, KOTOPbIE B OTCYTCTBHE
JiedeHus1 HeM30€KHO BEAYT K CMEPTH OT CEPJCYHON HEIOCTATOYHOCTH U CHHIPOMY BHE3AITHOM
cmeptu. Jletnm dacto O0NCIOT MHTEPKYppeHTHbIMU 3aboneBanusmu [12, 13, 14]. HeoObrunoii
MaHU(ecTalye 3a00JeBaHUsT BO MIIAJICHYECKOM BO3PACTE SBIISACTCS KIMHHYECKAs KapTHHA
nepueprudecKoil TOJIMHEBPONIATHU C OTCYTCTBHEM CYXOXHIBHBIX pediekcoB u rpy0Ooi
3a/1ep>KKON ICUXOMOTOpHOTro pa3Butus [118].

VY nanueHToB OoJiee cTapiliero Bo3pacTa JOMUHUPYIOT IPU3HAKU CKEJIETHON MUONATUU U
MopakeHHsi MUOKapa. B MpIieyHOM OHONITaTe Y MAllMEHTOB PETUCTPUPYIOT HAKOIIJICHHE KHUPOB.
Hepenxo HaOmr01a10TCS HAPYIIEHHUS CO CTOPOHBI JKEITYI0YHO-KHILIEYHOTO TPAKTa: OOJIH B )KHUBOTE,
muapes. B HeKOTOpBIX ciydasx HaOdroAanachk nepudepuyeckas HeBpOnaTHsi BEPXHUX U HUKHHUX
koHewHocTe [17,18]. Tlpu CBOEBpEeMEHHON AMAarHOCTUKE M Ha3HAUYCHUU TepAITUU HAOJI0JaeTCs
MOJIHOE MCYE3HOBEHHE KIIMHUYECKOW CUMITOMATUKH.

B3pocnbie mpu gaHHOM 3a007I€BaHUU MOTYT OBITh ACUMIOTOMHBIMH WU OTMEYArOTCS
JIETKWE CHUMIITOMBI B BHUJE CHW)XCHHUS BBIHOCIMBOCTH, JIETKOH YTOMJIIEMOCTH M TUIOXOM
MEPEHOCUMOCTH JTUTEIBHBIX TOJOIHBIX MPOMEXYTKOB [ 146, 147]

Heuyum xaprumun-ayuikapHumMunmpancioKassl

AyTOCOMHO-pelIeCCUBHOE 3a00JieBaHUE, CBs3aHHOE ¢ MyTtauusmu reHa SLC25420,
KOJMPYIOIIETO KapHUTHUH-allMJIKApHUTHUHTpAHCIIOKazy. JloBoabHO peakoe 3aloneBaHue, B
nuTeparype omnucaHo He 6oriee 60 ciayuaeB [95, 104]. Hauano 3aboneBanusi - B HEOHATAIbHBIN
nepuo1 (TepBbie HEIENU )KU3HN) WK y IETe paHHero Bo3pacTa (Ha 1 roay xu3Hu). 3a0osieBaHue
MaHU(PECTUPYET  OCTPOMl  CEepAEYHO-JErOYHON  HENOCTaTOYHOCThIO  (KOJUIAlC) — WIIHU
KEITYJAOYKOBBIMA ~ apPUTMUSIMHU, MBIIMIEYHONH cnabocThio u  runoToHueid. Habmromaercs
TUTIOKETOTHYECKasl TUTIOTJIMKEMUS, TUNepaMMonremMusi. CHHIPOM BHE3AITHOW CMEPTH MJIAJICHIIA
HaOmroaeTcss B Bo3pacTe OT 4-x nHel g0 24 mecsueB. HaumOosee 9acThiMM HavaabHBIMH
CUMIOTOMaMHU sIBIsitoTCs: remaromeranust (34%), aputmus u / wim Opagukapaus (32%) u
neixaTenbHas —HegocrtaTouyHocTh  (30%). ['umokerorwyeckass rumornukemus (68%) wu
runepammonremust  (54%) Haumboznee dactele JsabopaTopHble u3MeHeHus. CepieuHas
CHMIITOMATHKa BKJIOYAET THUMEPTPOPUUYCCKYI0 WM JUJATAIMOHHYIO KapJAHOMHOIIATHIO B
COUYETaHHH C PA3HOOOPA3HBIMU HAPYIIICHUSIMH CEPJICIHOTO puTMa. [leueHouHass HeTOCTaTOYHOCTh

Hin yMCpCHHaA rcenaroMerajivusa ¢ META00INIECKIM annugo30M U TUIIOKETOTHYECKOM
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TUIOTTIMKEMHEH  XapakTepHbl s JaHHOro 3abosneBaHus. OcTpas  HEBpPOJOTMYecKas
CUMITOMAaTHKa MpeCTaBlIeHa HApyIIEHUsIMU CO3HaHus (eTapruei u komoil) [23, 24, 102, 103].
3abosneBaHre MOXKET MaHH(ECTUPOBATH C MBIIIEYHON CIa0OCTH M 33JePKKH IMCHXOMOTOPHOTO
paszBuTus. Takke MoxkeT HaOmonaTbes nopeimenue ypoBas KOK. [Ipu nmo3aneit manudecranun
OTMEYAETCs MEHbIIAs TAKECTh KIMHMYECKHUX NPosBIcHuH [7, 27, 28].

Heduyum xapnumunnanemumounmpancgepasvl 1

AyTOocoMHO-periecCuBHOE 3a0ojieBaHHMe, CBs3aHHOe C wmyrtanmusmu reHa CPTIA,
KOJMPYIOIIETO KapHUTHHIATIBMUTOMITPaHChepasy 1, TOKaTN30BaHHYIO B IIEYCHHU.

Hauano 3a6oneBanus - 0ObIYHO HA [IEPBOM T'O/ly JKU3HU, WU B MilafieHdecTBe. OOBIYHO y
[AlMEHTOB OTMEYAeTCsl He3HAUUTEIbHOE YBEIMYCHHE [TEYEeHH, U 3a00JIeBaHUE IPOTEKAET B BUJE
OCTPBIX METa0OJIMYECKUX MPUCTYNOB, Kak Pelie-mogo0HBIN CHHAPOM, COINPOBOMKAAIOIIUXCS
TaXHUIHO?, PBOTOM, OTKAa30M OT €/Ibl, CyJIOpOTraMH, JieTapruei, koMmoi. JJabopaTOpHO BBIABISIOT
HOBBIILIEHUE YPOBHS TPaHCAMMHA3, YAJUMHEHHEM IPOTPOMOMHOBOTO M TPOMOOIJIACTHHOBOIO
BpeMeHu. Hepenko 3a0oneBaHue npoTeKkaeT o1 MacKoil cencuca

TpurrepusiMu  ¢akTopaMu MOTYT OBITH TOJOAAHWE, WHTEPKYPPEHTHBIE HH(EKIIHH,
NPUBOAAIINE K THUIIOKETOTHYECKOW/HEKETOTHYECKOW THIorinkeMud. Ha BwicoTe mpuctymna

OTMEYaeTCs META0OIMYECKUH alunao03. HpI/ICTyrI MOXKCT IMIPUBCCTU K BHE3aITHOM CMCPTH.

MoskeT HaOmoAaThCs 3alepikKka MCUXOMOTOPHOTO pa3BUTHA. B eIMHUYHBIX CIIydasix
coo0manoch O  CKeJIeTHOW  MHUOMAaTWW, Kapauomuomatud. HMHorma — pasBuBaeTcs
MOYCYHOTYOYIAPHBIA alua03, KOTOPHIH MMEET MPEXOISAIIUN XapaKTep W 4acTO COuYeTaeTcs C
MHUONATUYECKUM CHUHJIPOMOM U noBbilieHueM ypoBHA KOK [148]. V xeHIIMH MOryT OTMeYaThCs
TSDKENbIEe OCIOXHEHUs Bo BpeMmsi OepemenHoctu - HELLP cunmpom (reMonus, MOBBINIEHUE

MEYCHOYHBIX TpaHCaMHUHa3, TpoMOouuTonenus) [19].

KoruutusHbIi }le(i)I/IIII/IT Y NaoueHTOB 3aBUCHUT OT TSAXKCCTHU NMECPCHCCCHHBIX T'MITOTTIMKEMHUYCCKUX
coctostmit [119].

Hedhuyum xaprnumunnanemumounmpaucgepasvl 2
AyTOCOMHO-periecCuBHOE 3a00eBaHue, CBsi3aHHOe ¢ MyTanusimu reHa CPT2. Beiaensior

TpU KIMHWYECKHMEe (OpMBI TMATOJOTMM B 3aBUCUMOCTH OT Bo3pacrta MaHHdecTanuu:
HEOHATAJIbHYIO, MJIa/IEHYECKYIO (MH(aHTHIIBHYIO) U MTO3AHIONI (MbIIeyHyo) [13].

Teuenne 3aboneBaHWst OCTpoe WIM TporpenueHTtHoe. Havamo 3aboneBaHust -
HEOHATAJbHBIN Mepuo/]. Y MAIMEeHTOB ¢ HEOHATaIbHOW (HopMOI HAOMIOAAETCS pPEeCIUPATOPHBI
TMICTPECC-CHHPOM, KapAHOMHOMATHS, HApYIICHHE PUTMa U CepACYHONH MPOBOIUMOCTH CEpala
[120, 121] remaTomeranusi, IeYeHOYHAsI HEIOCTATOYHOCTh, dHIehanonaTus. be3 neueHus cMepTh

OT TSDKEJION CepAeUHON apUTMUU U MTOJIMOPTraHHOM HEIOCTATOYHOCTH HACTYIIAET B IEPBbIE HEleT!
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XKHU3HU. Bcerpeuarorcss au3MopduM: CKOUIEHHBIM 1100, MHUKpouedanus, BBICOKOE He0O,
AQHOMAJIbHBIEC YIIHbIC PAKOBUHBI, IJIMHHbIE KOHYCOBHJIHBIE HaJIblLIbl, KOHTPAKTYPbI, TUIIOILIA3Hs
Horte# [31, 32]. YacTbiM cuMnToMoM 3a00JIeBaHUS SIBIISETCS] YBEITUICHUE

pa3sMepoB U MOJTUKHUCTO3 MoYek [122].

Munanenyeckass ManudecTanusi JaHHOTO 3a00JeBaHUS IMOTEHIMAIBLHO OTHOCHUTCS K
daransHbIM hopmam Oosie3Hu. Miagenueckas (opma 3a0osieBaHuUs yale Bcero MaHudecTupyer
B BO3pacTe OT 6 MecsLeB 0 ABYX JIET B BUJI€ BOSHUKHOBEHHSI HEKETOTHUECKON TMIIOTIMKEMUH,
YBEJIMUEHUSI TICYCHUE, TOBBIIICHUS YPOBHS KpeaTMHUH(OCHOKWHA3BI M aMMOHHUS B KPOBHU
OCOOCHHO TMOCJ€ UIUTENBHOIO TOJIOAHOTO MPOMEXKYTKA. Tak ke y ATHUX NaleHTOB MOXKET
pa3BuUBaTbCcid MeTabonuyeckass HSHIeanonarus C Pa3BUTHEM SIWICNTUYECKUX IPUCTYIIOB,
pPEeCIMpaTOpHOTO JAUCTpPECC CUHApOMa U MeTabonuueckro anuaos3a. MHorna Habmogaercs
KapJIMOMHUOTIATHS U apUTMHUSL.

[To3auss MpieuHas Gpopma BCTpeyaeTcs Yalle U XapaKTepu3yeTcs HHTEPMHUTTUPYIOIIUM
TEYCHHEM UM BO3pAacTOM Hauana 3aboseBaHusi - Ha 2-3 JECATHIETUU >KU3HHU. 3a0olieBaHUE
MaHH(ECTUPYET MPHUCTYNaMU MBIIICYHBIX OOJIeH, MBIIIEYHOW CIIa00CTH, MAPOKCU3MAIBHOM
MHUOTTIOOMHYpHEH, KaK peakuus Ha (HU3MUECKYH Harpy3ky (HEmepeHOCHMOCTh (DH3MYEcKHX
Harpy3ok). B peakux cioydasx OSTH NPUCTYIBl HACTYMAIOT Kak peaklus Ha ToJOoJaHUe,
WHTEPKYpPpEHTHbIE WHQEKINU, SMOIMOHANBHBIE CTpEecChl, oxJaxaeHue. [Ipuctymsl ocTpoii
JTEKOMIICHCAIIMH WM TUCHYHKITUS CEPACYHON MBIIIIIBI HAOTIOJAI0TCS PEIKO.

[ToyeuHnass HETOCTATOUYHOCTH BCIIEJICTBUE MHOTJIOOMHYPUU BBISABICHA Y 25% MaIMEHTOB. JTO
3a00JieBaHKE SABJISETCS CaMOM 4acTOM MPUYMHOIN HACIEACTBEHHON MHOTJIOOUHYPHUH.

Teuenue 3a00neBaHUS OTHOCUTENHHO JOOpOKauecTBeHHOE [23, 24, 106].

Hapywenus mumoxonopuanvno2o [-oKucienus #CUpHuix KUCI0m

B muTtoxonnpuansaom Matpukce anui-KoA >¢upst KK BxoasaT B  -okucienue, Koropoe
MIEPEHOCHT DJIEKTPOHBI st cuHTe3a AT® (mpIxaTenbHas 1enb MUTOXOHIpui). B pesynbrare [ -
okucnenus KK mnocnepoBarenbHO pacmiemsitores a0 anetuia-KoA, KoTopelil  3aTem
MpeBpallaeTcss B KETOHOBBIE Tela B TMEYEHHU. [lepBas peakuust JeruaApOTEHU3ALNN
ocymectBisiercss aumwi-KoA-geruaporenazamu. B okucnenun XK npunHumaror ywactue
KOPOTKOIIEMIOYEYHas, CpeJHelenoyeyHas, IJMHHOLENoUYeYHass U OYeHb JJIMHHOLETIOYeYHast
armn-KoA-neruaporenassl (B anrnuiickoit Tpanckpunmuu - SCAD, MCAD, LCAD u VLCAD,
cooTBeTcTBeHHO).  CyOcTpaTHas cienuUIHOCTh BCEX MEPEUUCICHHBIX (PEpMEHTOB pa3uyHa
Y TOJIbKO YaCTUYHO MEepPEKPhIBACTCS.

Hepuyum ayun-KoA decudpoeenasvl HCupHulX KUCIOM C KOPOMKOU YeIepOOHOL YEnblio.

AyYTOCOMHO-PEIIECCUBHOE COCTOSIHME, CBsi3aHHOe ¢ MyramusiMu reHa ACADS,

koaupyomero aunia-KoA nernaporenasy *KHUpPHBIX KHCIOT ¢ KOPOTKOM YIiIepoOAHON LENbIO
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(SCAD).

B wmHormx cimydasx orMmeuaror OeccMMNTOMHOE TedeHue, modromy SCAD Ttemnepb
paccMaTpuBaeTCsd Kak OMOXMMHUYECKHH (eHoTHI, a He 3a0ojeBaHME. BOJBIIMHCTBO JETEl CO
SCAD Obumi BBISBICHBI MpPH TPOBEICHHH CKPUHUHTA HOBOPOXICHHBIX, M MOJABIIAIONICE
OOJIBIIMHCTBO M3 HUX OCTAIOTCS OECCUMIITOMHBIMU Ha MPOTSKEHUHU HECKOJIBKUX JIET.

Panbiie BeIIENSIIM TSOKENYIO U JerKyto Gopmy 6onesnu [17, 53]. BnocneactBun Obu10
OOHapyXeHO, YTO HAJIWYUE B TOMO3UTOTHOM COCTOSHUM WM B KOMIAyHA-T€TEPO3UTOTHOM
COCTOSIHUM HECKOJIbKHX PAacHpOCTPAHEHHBIX IMOJUMOPGU3MOB MPHUBOAUT K CHIDKEHHIO
aktuBHOCTH ¢epmenTa SCAD u BBIABICHHIO OHMOXMMHYECKMX WM3MEHEHHH B CHEKTpE
AIUJIKAPHUTUHOB, HO HE UMEET KaKUX-I100 (PHU3MOJIOTUUECKHUX MOCIeNCTBH [75, 76].

Heuyum xopomroyenoueunoii 3-euopoxcuayun- KoA oecuopozenazvl oepuyum (SCHAD)

AyTOCOMHO-pelieCCUBHOE  3a00JieBaHUE, CBsI3aHHOE C MyTanusimMu TeHa HADH,
KOAHMPYIOIIEM KOPOTKOIENoUeuHyIo 3-ruapokcuani- KoA aeruaporeHasy >KUpPHBIX KUCIOT
(SCHAD).

3a0oneBanne B OONBUIMHCTBE ClydyaeB MaHU(ECTUPYeT Ha MEPBOM TOJYy JKU3HU, HO
BO3MOXXEH U Ooyiee MO3IHUN BO3pacT Hadajga CUMITOMOB. OMHCAaHO OKOJO JECSATH CIy4yaeB
nedpurura SCHAD B nmuteparype. OCHOBHBIC KIIMHHYECKHE TIPOSBIICHHS 3TOTO METa00THIECKOTO
3a00JIeBaHUS OTIMYAIOTCS OT APYTUX HACIEJICTBEHHBIX /1€()EeKTOB BOKUCICHUS KUPHBIX KUCIOT,
MOCKOJIBKY TNpPU HEM THUIIOIJIMKEMHUS CBSI3aHAa C TUIEPUHCYJIMHHU3MOM. Takxke y MHalueHTOB
OTMEYAeTCs MHOTTIOOMHYpHUS (B MIOIPOCTKOBOM BO3pacCTe), TMIIOKETOTHYECKAs
TUIOTJIMKEMHUYecKas sHuedanonarus, runeprpoduyeckas/ nuiaaTallMoOHHas KapAHMOMHUOINATHSA,
MBIILIEYHAs] TUIIOTOHUS, CTE€AaTO3 MEUYEHH, NMEeYEeHOYHasi HEeOCTaTOYHOCTh. ONHCaHbl HECKOIBKO
ciiy4aeB BHe3anHou cMmeptu. CTpecc, rojoJjaHiue MOT'YT IPOBOLIMPOBATH CUMIITOMBI.

[lo3nHee ycTaHOBIEHHE AMArHO3a MOKET NPUBECTU K (POPMUPOBAHUIO SIUIETICUU U
YMCTBEHHON OTCTaJIOCTH U3-3a IOBTOPSIOIIEHCSA TMIIONINKEMUH [77].

SCHAD crnenyer knaccupuIMpoBaTh KaK CHHIPOM BPOXKAECHHOTO TMIIEPUHCYIMHHU3MA,
MOCKOJIbKY y TAalMEHTOB C JIOKa3aHHbIMM MyTauusiMu HADH wmoxer HabmoaaThCs
PELUINBHUPYIOIIAs TUIIOTJIMKEMHUSI C TUIIEPUHCYIMHIU3MOM, YyBCTBUTEIbHBIM K TUA30KCUy [77-
79].

JlpyruMuy 4acThIMM CHUMITOMaMH SIBIISIETCS 3aJep>KKa PEYeBOT0 Pa3BUTHS, MbIIIEUHAsS
runotoHus. Hepenko oTMedaroTCsl SHWIENTUYECKUE TPUCTYIBI, MHOMNATUA, 3aJEpKKa
(bU3UYECKOTO Pa3BUTHS, HAPYIIICHHUS BCKapMIIUBaHMs. Pexxe BCTpeyaroTcst TucMophUIHbIC YEPTHI,
Kapauomuonatus [75].

Hedhuyum ayun-CoA-oecuopocenasvl cpeoHeyenoyeyHblxX HCUpHbIX KUCIOM
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AyTOCOMHO-periecCuBHOE 3a0oyieBaHuE, CBs3aHHOe C MyrtamusmMu reHa ACADM,
Koaupytotero ammi-CoA-IeruaporeHasy cpeaHeenoyedbix skupHbix kuciot (MCAD).
3abosieBaHre B OOJBUIMHCTBE ClyyaeB MaHU(pECTHUPYET B Bo3pacTe OT 3-X 110 24-X MecsIeB.
Hepenko (ot 10 mo 40% cmnydaeB) 3aboneBaHre HAUYMHACTCS B TIEPUOJIC HOBOPOXKICHHOCTH.
[IpucTynsl OpOTEKAOT TSXKENO0 U MOTYT 3aKaHYMBATHCS JeTanbHO. B 5% ciydyaeB cMepTh aereit
MIPOUCXOAUT B MEpBbIe THU KU3HU. OK0J10 20% NanueHToB yMUPAIOT JI0 YCTAHOBJICHUS AUArHo3a
[11, 17]. B GonpmMHCTBE CIy4yaeB OCHOBHBIMH TPOSIBICHHUSIMH SIBIISIOTCS TUITOKETOTHYECKAs
TUIOTJIMKEMHs, KOTOpas MOKET COYeTaTbCid C JIAKTaT-alluJ030M U TUIIEpaMMOHHEMUEH.
Knuanyeckue nposBieHus BKIo4aoT cuiapoM yraerenust LIHC, connuBocTts u pBOTY Ha (hoHe
WH(MEKIMOHHBIX 3a00JIeBaHUi, TOJIOAAHHUS WJIM TPHU ONEPATHUBHBIX BMEIIATENbCTBAX. Y
HEKOTOPBIX MAllMEHTOB OTMEYaeTCs MeTabO0NIMYecKuid Kpu3, HECMOTpsT Ha U30BITOYHOE
HAKOIUICHHE KETOHOBBIX TeJI M HOPMAJbHYIO KOHIIGHTpAIMIO TIIOKO3bl B KpoBH. W3penka
HAUEHTHl IEMOHCTPUPYIOT BO BpeMs IPUCTYNA “NapaJloKCalbHO” BbIPAKEHHBIN KeTo3. B nepuon
Kpu3a OTMEYaeTcs COHJIMBOCTb, pPBOTA, [bIXaTelIbHAasg HEJIOCTaTOYHOCTh, CYAOPOTH,
renaroMeraigusi, a TakKe ObICTpOE pa3BUTUE cepAeuHOM HepocTaTtoyHocTu. [loBpexneHue
TOJIOBHOT'O MO3Ta, KOTOPOE MOKET BO3ZHUKHYThH BO BPeMsI METa0OJINYECKOTO KPH3a, YBEIMUHNBAET
PUCK OTHAJIEHHBIX HEBPOJIOIMYECKHUX HapylieHuil. Mosker HaOnroAaTrbes crenuduueckast
nonuMop(dHas KeTyJdoYKoBash TaxWKapaus B BHIE XapakTepHbx n3MmeHeHuid Ha DKI' B Buze
torsades de pointes (dp. — «CKpydEHHBIE HIHYPKU»), WIH KEIYJAOYKOBAas TaxXxWUKApIUs THUIA
«pyaT». HampaBnenune kommiekcoB QRS MeHsETCS IUKIMYECKH: HECKOIBKO KOMIUIEKCOB
HaIpaBJIEHO BHM3, 3aT€M B TOM K€ OTBeIEeHHUU —BBepX. IIpu 0OBEKTHBHOM O00CIE€OBaHUU
onpeneNnsercss yBEIMYEHUE TMeYeHH, CHHIpoM IuTonu3a (PelienonoOHBIN  cHHIpPOM).
MexnpucTyHbIN eproJ MPoTeKaeT 0J1aronpusaTHO, y 80% malueHToB 0TMEYaeTCsi HOpMaJIbHOE
HEPBHO-IICUXWYECKOE PA3BUTHUE C TOJHBIM OTCYTCTBHEM APYTUX NPU3HAKOB marosnoruu [15, 17,
48, 49].

Hepuyum ayun-KoA decudpocenasvl HcupHulX KUCIOM C 0UeHb OJIUHHOU YeaepOOHOU Yenbio
AyTOCOMHO-peIIeCCUBHOE 3a00JIeBaHue, CBsI3aHHOE ¢ MyTarusMu reHa A CADVL, konupyromiero
ari-KoA aeruiporeHasy >KUpHBIX KUCIIOT € OYEeHb JJIMHHOM yriepoaHoi nensio (VLCAD).

ITo cpokam mosiBIEeHUs EPBHIX MPU3HAKOB BBIIEISAIOT TpU (OPMBI 3a00I€BaHMUS:
HEOHATaJbHYIO, JIETCKYI0 M To3AHIOK0. IIpym HeoHatanpbHOW M AeTCKOW Qopmax pa3inyaroT
CJIeMYIONINE HECKOJBKO KIMHNYeCcKuX GpeHorumnos [8, 13, 36, 37].
Haubonee pacnpoctpaneHHoit popmoil 3aboseBanus sBIseTCs TsDKeas MilajieHueckas Gopma
(cepneunast u mojguopranHas GopMbl) ¢ paHHeH MaHU(ecTallue U BEICOKOM CMepTHOCTRIO. [1pn
3THUX (opMax OTMedaeTcsi MOYTH HyJeBas (epMeHTaTHUBHAs AKTUBHOCTb, a KIMHHYECKU

OpeBaIMpyeT TNOpakeHHe cepaua B Buae (TuUmepTpoduueck WM JUIATAlMOHHOM
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KapAMOMHUONATHUH, HAPYIICHUS CEPIEYHOrO0 PUTMA) U BBHICOKOW JIETAIbHOCTHIO Ha MEPBOM TOAY
xu3HU [123]; a Taxke MBIIIEYHON c1a0OCThI0O M THUNOTOHWEH Ha (poHE THIepaMMOHHMEMUH,
HEKETOTHYECKOH/  THIMOKETOTHYECKOHW  THMNOIIMKEeMHH ©  JIakTtar-anugo3oM.  Ocrpas
HEBPOJIOTHYECKasi CUMIITOMAaTHKa Ipe/cTaBieHa Jjeraprued u komoil. CHHIpPOM BHe3amHOU
CMEpPTHU MJIaJIeHIIa B HEOHATAJIbHBIN MePHO/ UK Ha IEPBOM IOy KU3HU XapaKTepeH Uil JaHHOU
dopmsr [131].

Bonee nerkas ¢opma 3aboseBaHus C Tako ke paHHEH MaHH]ecTaleld MPOTeKaeT Kak
Peiie cunapom. KimHuka B BHIIEe OCTPBIX HPUCTYIOB, CONPOBOXKAAIOIIMXCS PBOTOM, BSUIBIM
COCaHHEM/OTKa30M OT IMHIIY, MBIIIEYHON TUMNOTOHHEH, rumnopeduekcueil/ apeduexcuei,
TaxUITHO?, AIlHO?, JICTAPTHEH, KOMOM, pPa3BUBACTCS KaK PEaKlus Ha TOJIOJaHUE WM BUPYCHBIE
MH(]EKIU, pacCTpOMCTBA JKEMYAOYHO-KUIICUHOTO TPaKTa, MPUBOJAIIME K HEKETOTHYECKOM
runornukemMur. Ha BbicOTe MpuUCTyna OTMEYaeTcs MeTa0ONMYeCKUd — JaKTaT-aluao3,
TUIEPYPUKEMHUs, TeaTOMEralus, MblledHasi ciadoctb. [IpucTyn MokeT MpUBECTH K BHE3AIMHON
cMeptd. B psge ciayyaeB TUINOITIMKEMHUYECKHE IPUCTYIIBI COMPOBOXKAAIOTCS CYAOpOram,
nuapeeil, Muajarue, MUOTJIOOMHYpHEH, MPOKCUMAIbLHON MHOIATHe. DHIedanonaTus MOMXKET
HAOMIOIaThCS 1aK€ B OTCYTCTBHE TE€HEPaM30BaHHBIX MeTabonuueckux pacctpoiicts. [locne
MHOKECTBEHHBIX TPUCTYIIOB MOXET pPAa3BUThCA YMCTBEHHas OTCTanoct. HecMoTps Ha
OTHOCUTENIbHYIO JIETKOCTh KYNMUPOBaHUS TPHUCTYMOB TMPOTHO3 3a0O0NEBaHUS  OCTAaeTCs
HEONPENENEHHbIM, TOTJIa KaK TIpU HEOHATAJIbHOW KapAMOMHOIAaTHUYecKod ¢opMe OH
HeOIaronpusTeH.

[To3zgusas gopma (oxono 15% ciaydaeB) MaHu(ecTUpYeT OOBIYHO Ha BTOPOM-TPETHEM
JECATHIIETUU KU3HU HEMEPEHOCUMOCTHIO (DU3MUECKUX HATrPy30K, MUANTHENH, MUOTJIOOMHYpHEH U
nogbéMoM KO®OK B oTBeT Ha (Qusnueckoe NEpeyTOMIICHHE U TOoJoA. MOXET pa3BUThCS
IIporpeccupyronias NpokcuMaibHas Muonatus [38].

Hepuyum mumoxonopuanvrnoco mpughynkyuonarvhozo oeaxa (TFP)/medocmamounocme
onunnoyenoueynou 3-OH ayun KoA oOecudpocenasvr  owcupnvix kuciom (LCHAD) /
Hed0CmamouHocms OnuHHoyenoueunot 3-kemo-KoA muonazol (LCKAT).

MuTtoxoHnpuanbublii  TpudyHkoHanbHbIH Oenok (TFP) - mynbrudepmenTHBIN
KOMILIEKC, cocrosmmii u3 3 OenkoB. Hambonee uacTo BcTpeuaeTcss HEIOCTATOYHOCTD
nmuaHOonienouedHoi 3-OH anmn KoA neruaporenassi sxupabix kucioT (LCHAD), kpaiine peako
HEJ0CTaTOYHOCTh JTMHHOIIeoueyHoM 3-keTo-KoA tnomasel (LCKAT) [125].

MyTtanuu B 2 reHax NMPUBOMAAT K JHaHHOMY 3aboneBanuto - HADHA, HADHB. 2Ty reHbl
koaupytoT o u B cybopegununsl TFP.  Mytanmuum B 3THX reHax MOTryT MPUBOAUTH K

T eHepaJ]I/I3OBaHHOI7I HEOAOCTATOYHOCTH TFP, BbI3bIBasA €ro HCCTa6I/IJ'ILHOCTB, a TAaKXXC MyTalluu B
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rene HADHA aBastoTCs NPUYMHON U30aMpoBaHHOM HenocTtaTouHocTH LCHAD, a myrtanuu B
HADHB rene — usonupoBanHoil HenoctarouHocTd LCKAT.

Knuanyecknit  penorun  wm3onmupoBaHHoM HemoctatouHocth LCHAD  mckitOYMTENHHO
FeTEpPOreHEH, HAallOMUHAsg IO CBOMM IMposiBIeHUsAM HenoctaTouHocTh VLCAD. Takxke
KIIMHUYECKHE  (CHOTUNBI  YCIOBHO  TMOAPA3NEISAIOTCS HAa  TSDKETYH  HEOHATAIBHYIO
KapauomuonaTudeckyro dopmy (1), dbopmy, NpeuMyIIeCTBEHHO MPOTEKAIIYI0 Kak Peiie
CUHAPOM (2) B COYCTAHHUHU C TIOPAKEHUEM TIeUeHH, Jerkyto hopmy (3) ¢ mo3aHel MmaHudecTanuen
U NPEUMYIIECTBEHHBIM MOPaKEHHWEM CKEJETHBIX MblI. TedeHue 3aboneBanusi octpoe (1) u
WHTEPMUTHUPYIOIIEE UK TTporpeanueHTHoe (2 u 3).

Kinunnueckue mposiBieHus: 00Jie3HH B HEOHATAILHOM TEpUOJEC HamOoJiee TsKEeble, Kak
NpaBUJIO TNPUBOJAAIIME K JETAIBHOMY HCXOAY: KapJWOMUONATHUs, CTEaTO03 TenaTolUTOB,
MBIILIEYHAS TUTIOTOHUS, HEBPOIIATHUS U CETICUC-TI0I00HOE COCTOSIHHE.

B pamHem jgerckoM Bo3pacTe: XapakTepHa octpas MaHudecTtarus (pBoTa, o0mas
MBIIIIEYHAsl TUIIOTOHUS, TOHUKO-KIIOHUYECKUE CYIOPOTH, BSJIOCTb, COHJIMBOCTb, JIBIXATEJIbHbIE
paccTpoiicTBa, KOMAaTO3HBIE COCTOSIHUSI). Y MHOTHX JIeTed HaOMIofaeTcss CcouyeTaHue
rUnepTpoGUUECcKOi KapJMOMUONIATHH, FeMaTOMETaaIini, MBIIIEYHOU THIIOTOHUH U ciaboctu. [pu
ayCKYJIbTAIIMM CEpJlla BBICIYIIUBAIOTCS TJIYXHE€ TOHBI, PUTM Tajomna, MPU HCCICAOBAHUHU
oOpamiaeT BHUMaHHE KapAUOMETalus, THUIEPTpodHUs JEBOrO IKeIylouka, HapylleHHe
cucronnuecko ¢yHknuu. OmnMcaHa Takxke mnepukapauanbHas Hpdy3us. XapakTepHa
HEKEeTOTHYECKas/ TUMIOKETOTUYECKasi THIIOTIMKEMHUS KaK peakius Ha roJIo/IaHue.

HaubGonee yacto BcTpeuaercs: popma 3a00JIeBaHMs ¢ BO3PAaCcTOM Hadajia B IEpBbIE 2 Toja
*KU3HU (2 aHS — 2 rona). Y OONBIIMHCTBA MAIMEHTOB 3a0ojeBaHue MaHUbeECTHpyeT Kak Peiie
cunapoMm. KimHuka B BHJE OCTPBIX M, KaK TMPaBWIO, MHOXXECTBEHHBIX IPUCTYIIOB,
COTIPOBOKAAIOIIMXCS PBOTOW, BSJIBIM COCAHHUEM/OTKA30M OT MHUIIH, MBIIIEYHONH TUIIOTOHUEH,
renaTomeranuei, runopediiekcueit/apedaekcueil, TAaXUITHO, JIeTaprueil, KOMOH, pa3BUBAECTCS KaK
peaxius Ha TOJI0JaHie WIH BUPYCHBIE HH(MEKIINU, PACCTPONCTBA KEITYA0YHO-KUIIIEYHOTO TPAKTA,
MPUBOISAIINE K HEKETOTUIECKOM TUTTOTIIMKeMHH. [IpucTym MoKeT MpUBECTH K BHE3AITHONH CMEPTH.
Y HEKOTOpHIX TMAIMeHTOB OTMEYaeTCsi MPOTPEIUEeHTHOE TeueHUue 3a00NieBaHUs B BHUIE
MPOTPECCUPYIONIEN KapAUOMHUOINATHH, MBIIIEYHON TUIIOTOHUM W TemaToOMeraiui. Y BeCex
MAlMEHTOB BBISIBIISAETCS JIAKTAT-alMA03 U BhICOKas akTUBHOCTh KDK.

B crapmiem Bo3pacTe y ManueHTOB MOTYT TOSIBUTHCS MPUCTYIIBI MBIIICYHBIX OoNei u
MUOTJIOOMHYPUH. Y HEKOTOPHIX TAIlMEHTOB C TO37AHEH MaHudecTtanmuel pa3BUBACTCS
KIuHUYeckas popma 3aboneBanus, cxofaHas ¢ Mbiednoit popmoii CPT 2 HegocraTounocTu. Jta
dbopma MaHH(ECTUPYET OOBIYHO HA BTOPOM-TPETHEM JIECATWICTHU JKU3HU (HO MOXKET

MaHH(ECTUpOBaTh M paHbIIE) HENEPEHOCUMOCThIO (PU3MYECKMX HArpy30K, MHUAITHEH,
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muornodunypuet u noxbéMom KOK B oTBeT Ha Qusnueckoe nepeyromienue u ronoa. OaHako,
JUIs.  OTHX TIaMEHTOB XapakTEpHO COYETaHWE OTOM KIMHUYECKOW CHMITOMAaTHKU C
nepugepuyecKoil HeBporaTHel U TMCHYHKINEH TeYCHH.

[lopaxkeHnne miedeHH SBISETCS OAHOM u3 HamOosiee xapaktepHbix uepr LCHAD
HEJ0CTaTOYHOCTHU U IPEJCTABIEHO IeNaTOMEraJIuel, CHHAPOMOM LIMTOJIN3a, B PEIKUX CIIydasx —
OCTPOM X0JIECTATUYECKOM KENTYXOHN U NEYCHOYHON HEJOCTATOYHOCTHIO C MACCUBHBIM TOTAJIBHBIM
Hekpo3oM medeHu [13, 41]. YV keHIIMH 4acTo BO BpeMs OCpEeMEHHOCTH MOXKET HaOI0aThCs
kupoBas guctpodus neuenu wian HELLP - cunapowm [16, 80].

Kmunanueckas kaptuna nedexra TFP oueHp cxomHa ¢ TakoBOW NMPH HEIOCTATOYHOCTH
LCHAD, Ho siBisieTcst 60Jiee TSKeJIOM U CONPOBOXKAAETCS] paHHUM JIeTaJIbHBIM Ucxo10M. Hauano
3a00JI€eBaHUS - B HEOHATAJIbHOM IIEPHUOJIE: IPOrPECCUPYIOLIasi MbIIIEYHAs! TUIIOTOHUS, JIETapIus,
KOpPMJIEHHUE 3aTPYAHEHO, IPOrPECCUPYIOLIAs cepieuHas HeJI0CTaTOYHOCTh, CUHIPOM BHE3aITHOMN
cMepTH MiaaeHua (B Bo3pacTe 10 2-X MecsueB). OdeHb TsDKelas TI'€HEpaIM30BaHHAS
HEOHaTaJlbHasl TUIIOTOHMS, KIMHUYECKH HEOTIMYMMas OT BPOXKJIEHHOM MuUONATUH, ObuLIa
MaHU(PECTUPYIOIIMM CHMIITOMOM Yy 5 TanueHToB. B ogHOM cilydae oTMedanach IO3IHSS
manudecranys 3a06oneBanus (B 2,5 ') C OTHOCUTEIFHO MATKAM MHTEPMHUTTUPYIOIIAM TECUCHUEM.
VHUKaNbHBIA KIMHUYECKUH (DEHOTHUII OmMCaH y JBYX MAaLMEHTOB ¢ MaHMpecTanueld B BUJE
IIPOrPECCUPYIOLIEN XPOHUYECKOH MOJIMHEBPONATUHA U MUOMATHH B OTCYTCTBHUE MAaTOJIOTHYECKUX
U3MEHEHUH CO CTOPOHBI IIEYEHU U CEPACYHON MBIIIIIBI.

I'nymapoeas ayudypus 2-eo muna (MuodcecmeenHuill Oepuyum ayun-KoA oecuopoeenas)

AyTOCOMHO-pelLiecCCUBHOE 3a00JeBaHNE, TE€HETHUYECKH TeTepOr€HHOE, CBSI3aHHOE C
mytanusimu reHoB ETF-B, ETF-A, ETF-DH, koTopble KOTUpPYIOT aibda- u 6era-cyObeAnHUIIbI
¢naBornporenHa, sBisomerocs nepeHocunkoM anekTpoHoB (ETF), u ETF-kodepment
Qoxcunopenykrassl. Hapymenus QyHkiuii 1060ro u3 3TUX ABYX (IaBONPOTENHOB MPUBOJUT K
HapPYIICHNUIO OKUCIIEHUS JKUPHBIX KUCIIOT.

Beiensior Heckonbko kinHUYecKuX ¢opm ['A2: 1) Tspkenyro HeOHaTalbHYIO (GOopMy C
BPOXKIEHHBIMU aHOMATIMSIMU; 2) TSHKEITYIO HEOHATaIbHYIO (hopMy O6e3 BpPOKIACHHBIX aHOMAaJIHIA; 3)
MATKYI0 (OpMy WM STHWIMAJIOHOBYIO/aIMIIMHOBYIO anuayputo. Kpome Toro, paznuyaroT
pubodIaBUH-pE3UCTEHTHYIO U prOO(IaBUH-UyBCTBUTENBHYIO GopMbI [13, 14].

IIpu Tsxenol HeoHaTambHOW (OpME C BPOXKACHHBIMU AHOMAIMSAMH, KakK MpaBUIIo,
peOeHOK pOoXKIaeTCs HEIOHOIIEHHBIM. Y JIeTel C MepBbhIX AHEH KU3HU pa3BUBACTCS JIbIXaTelbHbIC
HapylIeHHUs (TaxuIHOd, arHO3), MBIIIEUHAs TUIIOTOHUS, BSUIOCTb, COHJIMBOCTH BIUIOTH JI0
JIETapruu, pBOTA, YBEIMYCHHUE MEYEHN U CEJIe3€HKH, HEOObIUHBIHN 3amax Moun («IIOTHBIX HOTY),
TshKkenas aHemus. UepTsl nuna au3Mopduueckre, HAOMHMHAIOIIME TaKOBbIE MPU CHHAPOME

[lenpBerepa: BBICOKMH 1100, THUIEPTENOPU3M, THIIOIUIA3US JIMIA 1O CpeJHEeH JTUHUH,

20



JUCIJIAaCTUYHBIE HU3KO IOCAKEHHBIE YIIHBIE PAKOBUHBI. XapaKTEpHbl BPOXKJICHHBIE IMOPOKHU
pasBUTHS: MBbIIICUHbIe JAe(EeKThl TNepeAHeld OpIOMIHON CTEHKH, THIIOCTIAHs, HCKPHUBICHHE
II0JIOBOTO WIEHA, "crona-kadaika". CMepTh B HEOHATAIbHBIN NEpUOJ (B IEPBYIO HEAEIIO HKU3HN)
Ha (OHE JeTapruu U KOMBI.

HeonatanpHast ¢opma 0e3 BpOXKICHHBIX AaHOMAJIHMH, TakkKe, Kak M TMPEAbAyIIas,
OTNIMYAeTCs paHHEHl MaHHdecTalue, TSKeIbIM TeYeHHEeM M Hepeako BeaeT Kk rudenu. Jleru
OTCTAIOT B NICMXOMOTOPHOM M (PM3UYECKOM pPa3BUTHHU. XapakTepHO pa3BuTHe Peiie-momo0HOTO
CUHApPOMa U KapAroMuonatuu. Tedenue 3aboneBaHus npucTynoodpasznoe. B HEKOTOPBIX ciryyasx
00J1€3Hb ITPU OTCYTCTBUHU SIBHBIX KIIMHUYECKUX ITPOSIBIIEHUN MOXKET SIBUTHCSI IPUYMHON BHE3AITHON
JIETCKOM CMEpTH B paHHEM Bo3pacTe [6].

[To3gusst dopma ornuuaercss Oosiee jerkuM TedeHHeM. OCHOBHBIMU KIMHHYECKUMU
MpU3HAKaMU SBIISIOTCS: TOUIHOTA, PBOTA, YBEJIUYCHHUE TICUCHH, KEJITyXa, MBIIIEYHAs CJIa00CTh U
THIIOTOHUS. YMCTBEHHOE pa3BUTHE HE cTpaaaeT. [Ipu mosgHel hopme 3a00meBaHUsT TPUCTYIIBI
TUIIOKETOTUYECKON TUIOTIMKEMUU MPOTEKAIOT HETSHKENI0, OOBIYHO HE CONPOBOXKIAOTCS
MeTabOIMYECKUM allI030M U TUIIEPAMMOHUEMHEH.

VY yacTtu nmanyeHToB HAOII01aeTCs YIYUIICHHE COCTOSTHUS TTPU Ha3HauyeHUU prubdodiaBruHa
(Obuosornueckas aktuBHas nob6aBka) [143]. buoxumudeckue mapkepsl A2 MOryT coBmanarh C
U3MEHEHHUSMH, BBIBISIEMBIMH TpU  Jedekre TpaHcrmoprepa puOoduaBHHA, KOTOpHIE
XapaKTepU3yIOTCSl  3HAUYUTEIbHBIMU  KIMHUYECKHMMM  YIYULICHUSIMH TpU  Ha3HAUYE€HUU
TepaneBTUUYECKHX 703 pudbodiaBuHa (Onosiornueckast akTuBHas 106aBka). Kparkue KInHU4YecKre
ONMCAHUA ITUX 3a00JI€BaHUHN MPUBEICHBI HUXKE.

BropuuHble HapylieHMsT MHTOXOHAPHAJIBLHOIO [-OKHUCJIEHUSI KUPHBIX KHCJIOT/
cxoanblie ¢ 'A2 npyrue HacjeacTBeHHbIe 3200/1eBaHUSA
W3BecTHBI psii HACIEACTBEHHBIX 3a00J€BaHUM, IpPU KOTOPHIX HAOIIOJAeTCsl W3MEHEHHUe

AIWIKaPHUTUHOB, CXOJIHBIE C HAPYILIEHUSIMHU B-OKUCICHUS KUPHBIX KUCIIOT.
Jeduuut nepenocunka pudodiasuna

Cunnpom bpayna-Buanerto-Ban Jlaspa (BVVL) (MIM211530) - penkoe HEBpOJIOTHYECKOE
3a0o0JeBaHNe, KOTOPOE MPOSBISIETCS HEHPOCEHCOPHOU TYroyXOCTbhi0, OyJIbOapHBIM MapaTnioM
U JIbIXaTeNIbHBIMU HapylleHusMH. Bo3pacT Hayana BapbuUpyeT OT MIaJIeHYecTBa J0 B3POCIOro
[124]. Kmuanueckme mnpuszHakd u cuMmntomMbl BVVL cxomael ¢ 6onesnpto Damwmo-Jlonme
(MIM211500), xoTopoe mepBOHa4YaJlbHO paccMaTpHUBallach Kak OTJeNbHas (opma, HO Temephb
M3BECTHO, YTO 3TO auienbHbld BapuanT BVVL [124]. K nanHbIM 3a005ieBaHUSIM TPUBOIAT
myTtauuu B rene SLC52A43, xotopblil koaupyet nepenocuuk pudbodiaasuna (RFVT3), niu B rene

SLC52A42, xomupyroolieM JOpyroil NepeHOoCcYHK pubodIaBHHA IJIa3MaTHYECKOW MeMOpaHbI
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(RFVT2). Knuanueckue nposiBieHus y nmanueHToB ¢ Aepunurom RFVT2 u RFVT3 npaktudecku
HEOTIUYHUMBI. Y MHOTHX MAalMEHTOB C 3TOW MATOJIOTHEW BBISBISIOT M3MEHEHHBIH TPOQUIb

AlWJIKapHUTUHOB B KpOBHU, cXoaHbI ¢ ['A2 [125].

Jna  tepanum cunapoma bpayna-Buanerro-Ban Jlaspa u  Ooneznu  daumo-Jlonaa
BbICOKOd((hekTuBEeH puOodiaBuH (OMOIOTHYECKass aKTUBHAs J100aBKa) B BBICOKHMX J03aX, YTO
TpeOyeT MpoBeIeHUs UCCIIeOBaHMA T MU HepeHITNATEHON TUarHOCTUKY JTaHHBIX HAPYIICHUN

c"A2 [125].
JMedpunutr FAD-cunTassl (FADS)

Hedpunut FAD-cunTassl (FADS) 6611 BiepBbie onucad B 2016 rogy B 7 HEpOJACTBEHHBIX CEMBbSIX,
C HEBPOJIOTUYECKUMH MPOSBICHUSAMH U OMOXMMHUYECKUM TpoQuiieM, yKazpBaromuM Ha ['A2
[126]. IIpu nevyeHus 3TOM MAaTOJIOTHH TaKXKe MPUMEHSIOT prbodIaBuH (OMOJIOTrHYecKas akTUBHAS

n00aBKa).
JedpuuuT MUTOXOHAPHUAIBLHOIO nepeHocyuxka FAD

B 2016 roxy 6b11 ontucan 1eUIUT MUTOXOHAPHAITEHOTO nepeHocurka FAD y 14-neTHeit neBouku
C HENEepEeHOCUMOCThIO (u3uueckux Harpy3ok [127]. JlaGopaTtopHble HcciaeOBaHUS BBISBUIM
npoduib, noxoxxuit Ha I'A2. beutu BeIsiBIeHbI MyTanuu B reHe SLC25432, KOTOpPBI KoaAupyeT
0esoK U3 ceMeicTBa TpPaHCHPOTEPOB ( MUTOXOHApUaIbHOTro nepeHocunka FAD). B 2017 rony
OBLJT 0TI CaH BTOPOM NAIMEHT C IaHHBIM HapyIllIEHUEM, HO 0oJiee TSKeI0o KIMHUYECKOH KapTHHON
(aTakcusi, TU3apTpHsi, MUOKJIOHYC, MbIII€YHas cJIa00CTh M HEMEPEeHOCHUMOCTbIO (U3UUYECKUX
Harpy3ok). CoOCTOsHHE MalUeHTa YIy4dlIMIoCh Mocie npueMa pudodiaBuHa (OMoIoruyecKast
akThBHas q00aBka) [128].

Huddepenunanshas nuarnoctuka FAOD npoBoauTcs ¢ IIMPOKOM Kpyrom 3abosieBaHuit
HACJIC/ICTBEHHOM M HSK30I€HHOW MHPUPOABI: MUTOXOHIPUAIBHBIMU OOJE3HSIMHM, CBSI3aHHBIMH C
nedexTaMu AbIXaTeIbHON e MUTOXOHAPUH, HaCIeICTBEHHBIMU (popMaMu rTUnepTpoPpUIecKux
KapAMOMUONATUH, HapylIeHUsIMH oOOMEHa yIJeBOJAOB, MHOMNATUSIMH, OPraHUYECKUMHU
aUAYpUSIMH U HapYIIEHUSMH LIUKJIA MOYEBUHBI.

Cnenyer mpoBomuTh  AuddepeHInaTbHyl0  JIHAarHOCTUKY C  THIOKCHYECKUMH
NOPaKEHUSIMM  HEPBHOM  CHUCTEMBI, BHYTPHUYTPOOHBIMH HMH(MEKIMSAMH, a TaKke C

KapAMOMHUONATHUAMH, TeNaTUTaMH pa3IMYHOro npoucxoxaenus [4, 9, 10, 11].
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2. lmarnocTuka 3a00J1eBaHUS WM COCTOSTHUSA (TPYNIbI 32001€BAHMH WU
COCTOSIHMIi), METUIMHCKNE MOKA3AHUSA U MPOTHBONOKA3aHUSA K NPUMEHEHHNIO

METO/J0B JUATHOCTHKH
HI/IaFHOS YCTaHaBJ'II/IBaeTCH Ha OCHOBAaHHH COBOKYITHOCTH KIMHUYCCKUX JaHHBIX,

PE3yNbTaTOB JIAOOPATOPHOTO MCCIIe0oBaHusA 5, 7].

2.1 ’/Kaa00bl 1 aHAMHE3

[Tpu cObope anamHe3a U KaJlod cleayeT OOpaTUTh BHUMAHUE Ha CICIYIOIIHE KAIOOBI U

AHAMHECTUYECKUE COOBITHUS;

O OrsarouieHHbld ceMeHBIH aHaMHe3 (CXOJHbBIE CHUMIITOMBI y POJIHBIX OpaTheB U
cecTep npodanaa, OJIM3KOPOICTBEHHBINA OpaK);

O Cnyyau BHE3aHOM IE€TCKOM CMEpTH;

0 HELLP - cunapoM wiu XHpoBas AUCTPOGUS IMEUYCHU Y KCHIIUHBI BO BpeMs

OCepEeMEHHOCTH;

PBora (B mo6oM Bo3pacTe);

Cynoporu (B 1:0000M BO3pacTe);

N3menenue niseta Moun (KpacHOBaTo-0ypast Moda) (B JIt0OOM BO3pacTe);

Onu3oapl HapyLIEHUS CO3HaHUS (B JIF0OOM BO3pacTe);

Onu30/1b1 HAPYIIEHUHN CEPIEUHOTO pUTMa (B JIF0OOM BO3pacTe);

HenepeHOCMMOCTh JITUTEBHBIX TOJIOIHBIX TIPOMEKYTKOB,;

HenepenocumocTs pusnueckoit Harpy3ku (B3pociible U IeTH CTaplIero BO3pacTa);

Mpiieunsie 6051 (B3pOCIbIe U JETH CTapILEro Bo3pacra);

O O O O Oo o o o O

BbeicTpast yromiisseMocTh (B3pocible M JETH cTapliero Bo3pacta); 0 Dmuzonsl
TMIIOKETOTHYECKON THIIOTJIMKEMUN B aHAMHE3E.

2KanoOnl 1 aHaMHE3 TaK)Ke OIMCAHBI B pasaciic «KKIMHUYECKasd KapTUHa».

2.2 duzukajabHoe 00cae10BAHUE

[Tpu ocMoTpe HEOOXOAMMO OOPATUTh BHUMAHUE Ha OCHOBHBIE KIIMHUUYECKUE TIPOSBICHUS
FAOD:
COHIIMBOCTB, BSIJIOCTD;
Onu30/1bl HAPYUIEHUSI CO3ZHAHMUS;

Cynoporu;

O O o O

Mermreunas TUIIOTOHUS,
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O MeliieuHas ¢i1aboCTh;
a Bonu B MpImax npu nanenanuy; 0 VYBenudenune pa3MepoB MEUYCHH,
O Hapyienue cepieuHoro putma;

O [Ipu3Haku cepaedHol HeAOCTaTOYHOCTH.

HOI[pO6HO JaHHBIC (I)I/ISI/IKaJ'IBHOFO O6CJI€,I[OBaHI/I$[ OIIMCaHbl B pPas3acii€ «KIMHHUYCCKasd

KapTHHAY.

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HMCCAe10BAHUS

OcHoBHBIE JTA0OpATOpPHBIE METOABI MOATBEpXkACHHUS auarHo3a FAOD BKIIOYarOT
omnpejeNieHue AalWIKapHUTHHOB MeTonoM TMC, aHanu3 OpraHudeckux KHCIOT MOYU U
MOJICKYJISIPHO-TEHETHUECKHUE HCCIIEIOBAaHUSI T€HOB, OTBETCTBEHHBIX 32 [-OKHCIEHUE >KUPHBIX
KHCIIOT, METa0OM3M U TPAHCHOPT KapHUTHHA. JlaHHBIC WCCIEIOBAaHUS IPOBOJATCS B
CICIUAIM3UPOBAHHBIX TEHETHYECKUX JIA0OPATOPHSIX.

PexomengoBano lccrienoBanue ypoBHS CBOOOJHOTO KapHUTHMHA U AI[WJIKAPHUTUHOB B KPOBH
BCEM NAaIMEHTaM C KJIMHUYECKMMHU CUMIOTOMaMu, XapakrtepHbiMu s FAOD [1,105,144].
YpoBeHb yoeauTeJabHOCTH 10Ka3aTeJbCTB C (YPOBEHBb J0CTOBEPHOCTH PeKOMEHIauuu — S).
Kommenrtapuu: /s xaxcoou uz ¢opm FAOD xapaxmepern ceoll cnekmp ayuikapHUmMuHos,
npunoxcenue I'3.  Huzxuil yposens c60000H020 KAPHUMUHA MAKIHCE MOdACEm HADII00amMbCsl npu
paoe 3abonesanuu uz epynnol FAOD. Cnedyem ommemums, ymo, eciu ypoeeHb C80000H0O20
KAPHUMUHA HU3KUL, NOGblULeHUe CNeyuduUUecKux ayuIKapHumuHo8 0yoem He 8biPANCEeHHbIM U
9MO MOJCem Npueecmu K JIOHCHOOMPUYAMENbHbIM pe3yabmamam ananusa. llpu eviasnenuu
npoguns  ayuIKapHumuHo8,  xapakmeproco  oni  I'A2  Heobxodumo  nposooumuv

ougpepenyuanvryto ouacHocmuKy ¢ oepexmamu memaboausma pubograsuna (cm. Pazoen

Knunuweckasn KapmuHa 3a001e6anuUsA UIU COCﬂ’lOﬂHu}l).

IIpasuna 3abopa kposu na unbmp npusedena é npunodxceruu 4.

* PekomMeH10BaHO BCEM MALMEHTaM C KJIMHUYECKUMHU CUMIITOMaMu XapakTepHbMu 111 FAOD
orpeziesieHue COJIepKaHUsI OPraHUYECKUX KUCIIOT B MOY€ METOJIOM ra30BOil XpoMarorpapuu
Macc-CIeKTPOMETPUH JJISl HCKIIIOUEHUS APYTUX 3a00J1€BaHN U3 KJlacca HaCJIeACTBEHHBIX
Oone3neit oOMeHa BemiecTB u auarHoctuku ['A2 [6,13].

YpoBeHb yOoenuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb J10CTOBEPHOCTH PEKOMEHIANMH — 5).
KommenTapuu: B moue y nayuenmos c¢ FAOD mocym noevluamvcsi KOHYeHmMpayuu
OUKapOOHOBLIX KUCIOM, JAKMAma, 2IyMmapoeou KUCIOMbl NO CPABHEHUIO C peqdhepeHcHbIMU
3HaueHuAMU. B 6onvwuncmee ciyuaed smu uzmeHneHus Hecneyuguunel, 3a uckiodenuem 1'A2

(npunoosicerue 1'4).
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® PeKOMeHlIOBaHO BCCM IMAlIUCHTAM IIPpH BBISIBJICHUNU 6HOXI/IMI/I‘-IGCKI/IX H3M€H€HHI>'I,
CBHUACTCIILCTBYIOIIIUX B IIOJIB3Y FAOD HCCICAOBAHHUEC COOTBCTCTBYIOIUX I'CHOB JIA
MOJITBEPKJICHUS MArHO3a U MTPOBEJICHUSI MEIUKO-T€HETUYECKOT0 KOHCYJIbTUPOBAHUS ceMbH [9].
YpoBeHnb yoeauTeabHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH peKOMeHAaluu — 4).
Kommenrtapuii: Hogvle sapuanmol Heuzsecmuoeo sHaveHus, mpeoyom @yHKYyuOHAIbHbIX
UCCne008aHull, Hanpumep, Ha Kyibmype KOXCHbIX pudopobracmos, umoodsvl yCmanosums,

AeJAAromce i OHU nputtunozi 3abo0nesanus.

* PexoMeHI0BaHO BCEM MAlMEHTaM ¢ KIIMHUYECKUMHU H/HITH OMOXMMUYECKHUMHU IPU3HAKaMHU
FAOD o00umii (KJIMHUYECKUIT) aHaIu3 KPOBU Pa3BEpPHYTHIN (reMOrI00KH, KOJIMYECTBO
SPUTPOLIUTOB, LIBETOBOII M0OKa3aTelb, KOJINYECTBO JIEHKOLUTOB, TPOMOOLIUTOB, JIEHKOLUTapHas
dbopMyIa 1 CKOPOCTh OCEIaHuUsl IPUTPOLIUTOB) SIS OLICHKH OCHOBHBIX

napaMeTpoB KPOBETBOPEHUS U HATMYHSI BOCHIATUTEIBHBIX mporeccoB [1, 2, 5].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMEHIauuu — 5).
0 PexomeHZOBAaHO BCEM MalMEHTaM C KJIMHUYECKUMU W/UIM OMOXMMHUYECKHMH IPU3HAKAMU
FAOD mnpoBencHune aHaim3a KPOBH OHOXMMHYECKOTO OOIIETEPANEeBTUYECKOrO (COoIepKaHue
TIIOKO3BbI, 00111ero 6enka, 0enKoBbIX (pakiui, anb0ymuH, C-peakTUBHOTO Oelka, Hucciael0BaHue
ypoBHsL oOmiero OunnpyOuHa B KpoBH, McciemoBaHue YpPOBHS CBOOOJHOTO M CBS3aHHOTO
OwinpyOMHa B KpOBH, XOJIECTEPHHA, TPUIVIMLIEPHUIOB, JIUIOMPOTEUIOB HHU3KOH M BBICOKOU
IUIOTHOCTU (MCCIIEZIOBAaHUE YPOBHS JIMIIONPOTEMHOB B KpPOBHU), MLIEJOYHOM (ocdaTasbl,
KpeaTHHUHA, MOYEBUHBI, MOYEBOM KHCIOTHI, aMMOHMs, ajdaHuHaMHHOTpaHcdepassl (AJIT),
acrapTaTaMuHOTpaHCc(epasb (ACT), raMmMarJIifoTaMuITpancpepassl (ITT),
kpeatuHpochokunazsl  (KDK), HccrnenoBanue  ypoBHSI/aKTUBHOCTH  H30()EpPMEHTOB
KpeaTUHKUHA3bl B KPOBH, JakTaTaeruaporenasa (JIIAI'), kanpuus obmiero 1 HOHM3UPOBAHHOTO,
HaTpHs, Kanus, HeopraHudeckoro ¢ocdopa, xenesa, peppuTHHA, MArHusi, XJopa, MOJOYHOM
KHUCJIOTBI), MHCYJIMHA, MOKa3aTenaeil KUCI0THO-OCHOBHOTrO paBHoBecus (MccnenoBanue ypoBHS
OydepHbIX BemecTB B KpoBH, MccnenoBanue ypoBHS BOIOpoAHBIX HOHOB (pH) KpoBm),
UCCIIIOBAaHUE YPOBHS MOJIOYHOM KHCIOTBI B KPOBH (JaKTara) C IEJbIO OLEHKH COCTOSHHS
NIeYeHH, NoYeK, OaaHca BaXXKHEHIINX HYTPHUEHTOB MPH JUETOTEpAInu, KajableBo-(hochopHOro
oOMeHa a TakKe JIJIsl OIICHKH PUCKA MeTa0oIMuecKkoi nekommencaruu [12, 132].

YpoBeHb yoeauTeJbHOCTH 10Ka3aTeJIbCTB C (YPOBEHDb JOCTOBEPHOCTH PEKOMEHIAUM — 5).
Kommenrapum: y nayuenmoe ¢ FAOD u maubonee 3nayumo 6 nepuod memabdoaudeckou
O0eKoMNneHcayuu nogblAemcs ypogenb — MpaHcamMunas, Kpeamun@poc@oxkunasvl, Haba0oaemcs
UNO2TUKeMUSL U MemabouyecKull ayuoos. Ilepeuenb 0CHOBHBIX 1AOOPAMOPHBIX UCCIE008AHULL
Komopbvle MO2ym MNoMO4Yb 6 OKA3aHUU MeOUYUHCKOU HOMOWU NPU COCMOAHUU OCMPOU

Memabonuveckou dekomnerHcayuu, npusedensl 8 npunodxcenuu I 18.
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* PexomeHnayercs onpezaeneHue 1ab0paTOpHbIX MOKa3aTesei (KUCIOTHO-IIEI0YHOTO COCTOSHUS
kpoBH (MccnenoBanue ypoBHs OydepHbIX BelecTB B KpoBH, VccnenoBanue ypoBHs
BOOPOHBIX HOHOB (pH) KpoBH), HccieioBaHHE YPOBHS MOJIOYHOM KUCIIOTHI B KPOBH (JIaKTaTa),
[JII0K03a, 3JIEKTPOJIUTHI (KaJIni, HATpUH, KaJIbLIMKA MOHU3UPOBAHHBIN, XJIOp) B IEPUOJ U IIPU
MOJI0O3PCHUH Ha META00IMYECKUHN KPU3 MAIIMEHTaM C KITMHUYECKHUMHU W/UTH OMOXUMUYIESCKIMU
npuzHakamu FAOD c 11e51610 OLIEHKH COCTOSIHUSI U CBOEBPEMEHHOW KOPPEKIUU Tepanuu [12,
132].
YpoBenb yoeauTeabHOCTH J0Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMeHAauuu — 4).
a PexomengoBano BCEM TMalMeHTaM ¢ KIMHUYECKUMHU u/unm
onoxuMuueckumu npusHakamu FAOD o0miuii (KITMHUYECKHiT) aHalTu3 MOYH, ONIPECIICHHE
KETOHOBBIX TE€JI U1 OIEHKH COCTOSTHUS MOYEBBIBOIAIIMX MyTel U moyuek [1, 2, 5].
YpoBeHb yoequTeJJbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIANMH — 5).
KomMmeHnTapun: 6 ces3u ¢ 6b1coKUM pUCKOM pa3gumusi UHMepKYypPPeHmHblX UHDEKYULl y
nayuenmos ¢ FAOD pexomenoyemcs nposedenue 0aHH020 UCCIe008aHUs He pedce 5 pa3 8 200
a Pexomenayercst BceM MalleHTaM C MATOJIOTHEH ceplIeYHO-COCYAUCTON CUCTEMBbI
UCCJICIOBaHMSI YPOBHS N-TepMUHAIBHOTO (PparMeHTa HaTpUHypETHIESCKOTO MPOIICNITHIA
MO3TOBOT'O (NT-proBNP) B KPOBHM Ui  CBOEBPEMEHHOMU JIMarHOCTUKHU
CEpACYHON HEIOCTATOYHOCTH, muddepeHManTbHON TUarHOCTUKHA C OJIBIIIKOM,
BBI3BAHHOU peCUPATOPHBIMH HAPYIIEHUSIMHU, JIJISl PEIIEHHS BOIIPOCOB O CTapTe/KOPPEKIINU
KapauoTponHoi tepanuu [11, 133].

YpoBeHb yoeauTeJbHOCTH 10Ka3aTeILCTB C (YPOBEHDb 10CTOBEPHOCTH peKOMeHIauuu — 4).

2.4 VHCcTpYMEHTAJIbHbIE IMATHOCTHYECKHE HCCIEI0BAHNS

*  PexoMeH/I0BaHO BCEM MAlMEHTaM C KIMHUYECKUMU U/UITU OMOXUMHYECKUMH TPU3HAKAMU
FAOD mnposenenne OKI' m OxoKI' nns oueHknm cocTossHMS cepAala, NpU HaJIWYUH
HapyIIEHUH PUTMA U MPOBOJMMOCTH MPOBEACHUE XOJTEPOBCKOTO MOHUTOpHUpOBaHus DKI'
[11,

97,109, 129].

YpoBeHnb yoeauTeJbHOCTH 10Ka3aTeJIbLCTB C (YPOBEHDb J0CTOBEPHOCTH PeKOMeHaAauu — 4).
KommenTapuu: pecynapuoe nposedenue IKI, Oxo-KI, neobxooumo nayuenmam OauHOU
namonaocuell, Mak Kak ¢ pAaHHe20 603paAcma Y HUX OMMEYAlomcs cepoeyHO-cocyOuUcmole
HApPYULeHUSL.

B coomeemcmeuu ¢ Ilpuxazom Munzopasa Poccuu 13 okmsabps 2017 e Ne 8041 om «O6
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VMeepi#cOeHuU HOMEHKIAmypbl MEOUYUHCKUX VCILyey: MOHUmMoOpuposanue
eKmpoxapouozpaguueckux 0anHuix, Xoimeposckoe MOHUMOPUPOBAHUE CEPOEYHO20 PUMMA,
pacuugpoeka, onucarue u UHmepnpemayus INeKmpokapouoepapuyeckux oannvlx, Pecucmpayus

9NEeKMPOKAPOUOCDAMMDbL.

*  PexkoMeHJI0BaHO BCEM MAIlMEHTaM C KIMHUYECKUMH /MM OMOXUMHUYECKUMHU TTPU3HAKAMH
FAOD ynbrpa3zBykoBoro uccienoBanus (Y3W) opranoB OpromiHOM MOJOCTH U MOYEK AJIs
WCKITIOYCHMSI/TIOITBEPKICHUS TIATOJIOTHH TIeYeHH U Touek [9, 12, 13, 15,

145].
YpoBeHnb yoeauTeabHOCTH J0Ka3aTedbCTB C (YPOBEHDb I0CTOBEPHOCTH PeKOMEHAAIUN — 5).
0 PexomMeHa0BaHO BCEM MAIMEHTAM C KIIMHUYCCKUMHU H/WUIH OMOXHUMHUYECCKUMU
npusHakamMu FAOD npoBefieHue MCCIeIOBaHUSl  COCTOSIHUSI IJ1a3HOTO JIHA C EIbIO BBISIBJICHUS
MMUTMEHTHOM AereHepanuu ceryarku [1, 2, 5].

YpoBeHb yoenuTeabHOCTH 10Ka3aTebCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIAIUH — 5).

2.5 UHple THATHOCTHYECKHE MCCAe10BAHUS

KOHCYJ'IBTaI_II/II/I CIICHHUAIMCTOB MOTI'YT OKa3bIBATbHCA IMALIMCHTAM Ha Pa3HbIX 3JTallaX OKa3aHUA

MCHHHHHCKOﬁ nmomMoIu, B TOM 4YMCJIC B ICPUOJ AUATrHOCTUKHU 3a00J1eBaHys.

0 PexoMeHaywTcsi TpU TIOCTAaHOBKE JMarHo3a TMalUeHTaM C KIMHUYECKUMH W/WIH
onoxumuueckumu npuzHakaMu FAOD mpuMeHSATh MyJdbTHIUCIMILTMHAPHBIN MOIXOA B BHIY
TOTO, YTO 3a00JIEBAaHUS XaPaKTEPU3YIOTCS MOPAKECHUEM MHOTHUX OPTaHOB M CHCTEM, TpeOyer
KOMIUICKCHOW TEpamuy, YTO JHUKTYeT HEOOXOJUMOCTh COBMECTHOTO BEACHHS TAIMCHTA
crienManucTaMu pasHbix nmpodueit [12, 13, 15, 145].

Yposens yoenutenbHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)
KomMeHTapum: nokasansl nepguuHvle KOHCYIbMayuu U NOSMOPHbLE KOHCYIbMayuu
8pavazenemuxd, 8pava-opmanoMonozd, 8pava-Hesposozd, 8pava-ouemonoad,
8PAYAACMPOIHMEPON02A, BPAUA-IHOOKPUHOL02A, 8PAUA-KAPOUOI02d, 8PAYA-0EMCKO2O
Kapouonoza, 8pava-He@ponoaa, 8pava-neouampa/8pava-mepanesma/spaia oouetl npaxkmuKu
(cemetinozo épaua), a maroice 8paveli opyeux cneyuaivrHocmet nayuenmam ¢ FAOD, umerowum

HapyuieHus GyHKYui coomeemcmayiouux Op2amos u CUCEM.

27



3. JleyeHne, BKJIKOYASI MeTUKAMEHTO3HYIO M HEMEIUKAMEHTO3HYIO Tepanumu,
AMETOTEPaANuIo, 00e300,1uBaHNEe, MEAMIUHCKHE IOKA3AHUS H

NMPOTHBOIOKA3aHUA K IPUMECHCHHUIO METO/10B JICHCHUSA

3.1 O01HMe peKOMEeHIAIMHY 10 AueroTepanun nauueuTos ¢ FAOD

Crparerus neyenusi nauueHToB ¢ FAOD HOCHUT KOMIUIEKCHBIN XapakTep, B €r0 OCHOBE
JIEKUT KOPPEKLUs MeTabOJNYECKUX HapyIIEHUH MOCPEACTBOM AUEThI, KOTOpas 3aKII0YaeTcs B
CHIDKEHHM TMOTPEOJICHUsI MHIIEBBIX JKUPOB B KAueCTBE PE3EPBHOM COCTABIISIONICH TKaHEBOMA
OMOPHEPreTUKN, MUHUMHU3ALMK KaTa0oau3Ma >KUPHBIX KHCIOT U YMEHBIICHUH UX 3HAYUMOCTH
JUTS. BOCIIOJTHEHHUSI SHEPro3arpar KJIETKU ¢ 00ecriedeHneM HOPMAJIbHBIX MPOIECCOB aHA0O0IM3Ma,
pocCTa U HyTPUTUBHOTO cTaTyca. [ 1aBHas 3a1a4a JUETOTepanuu — 3T0 NpopUIAKTHKA FOJI0JaHHS,
IpeNyNpexIeHNEe TUIONNIMKEMUY U MUHUMAJIBHO JOMYCTUMOE CHM)KEHUE MOCTYIUIEHUSI C MUILEH
[IATOT€HETUYECKN 3HAYMMBIX J)KUPHBIX KUCJIOT U UX UCTOYHUKOB.

[ToctynuieHne 10CTaTOYHON SHEPTUU 3a CUET YIJIEBOJIOB SBJISETCS KIIFOUEBHIM MOMEHTOM
B nuerorepanuu FAOD. [Ipouecc anabonu3Ma nogasiisieT OKMCIEHUE JKUPHBIX KUCIOT U CHUYKAET
YPOBEHb LUPKYIMPYIOUIMX AalMWIKapHUTUHOB. Pacdyer KamopuHHOCTH NUTaHUS JIOJIKEH
o0ecreynBaTh aJIeKBaTHOE MOCTYIUICHUE YHEPTUH, MPEISATCTBYS KaTaboIU3My, U B TO K€ BpeMs
HE NPUBOAMUTH K IEpPEeKapMJIMBAaHUIO W K MaTojorudeckod mnpubaske Beca. [lo pesynbTaram
IPOBEJCHHBIX HccienoBaHuil y nanueHToB ¢ FAOD Obuin 0TMEYEHBI ceayrole 0COOEHHOCTH
MeTtabonusma [81]:

- OoJiee HU3KKE YHEPro3aTpaThl;

- IPEUMYIIECTBEHHOE OKHUCIIEHUE YTJIEBOJOB JUIsl OJIyYE€HUs SHEPTUH; - HU3Kas

MBIIIEYHAs Macca Tejaa U 0oJIbIast KHUpPOBasd MaccCa Teja.

O Pexomenayercsi wu30eratb IIUTENBHOTO ToONOAaHUs BceM mnamueHtam ¢ FAOD  mnsa
IPEIOTBPALCHUS pa3BUTHUS MeTaboaueckux Kpu3oB [11-14, 145].

YpoBeHsb yoenuTeabHOCTH A0Ka3aTeabCTB C (YPOBEHb J10CTOBEPHOCTH PEKOMEHAAUH — 5).
Kommenrapuii: ¢ npunoswcenuu I'5 cymmuposanvl pekomenoayuu no npoooalCumensHoCmu

nepuo008 20100anUs 8 COOmeemcmauu ¢ 603pacmom. OOHAKO YKA3AHHbIE 3HAYEHUS NPUMEHUMDbL
K 300P08bIM 0emsM U CMAOUTLHBIM COCMOAHUAM, KO20d 8 YC08USAX HOPMOKALOPUUHO20 NUMMAHUSL
OHeBHble 3anachl 2IUKO2eHA UCNONb3VIOMCS 8 NePUOO NPOOOINCUMENbHO20 HOYHO2O 20J00AHUSL
07151 POOYKYUU 2110K03bl. Heobxooumo yuumsieams uHOUBUIYATbHBLE OCODEHHOCMU pebeHKa, 05
HEKOMOpbIX NAYUEHMO8 MPeOVIOMCs MeHbuUe UHMEPBAIbl MeXdcOy NpuemMamu nuwy 07
COXpaHeHus cmabuibHO20 COCMOAHUAL.

Hauunas ¢ 8—12 mecayes, ¢ yenvio npedomepaweruss Kamaoboausma 6 HOYHOU Nepuoo, MONCHO

dasamwv neped cHOM KyKypy3uwiil kpaxmar (1 2/ ke /0eHsv (paszsedenue Kpaxmaia 8 0emcKou cmecu

28



unu 6 6ooe 1:2), npu pecucmpayuu uno2iuKeMuy 8 HoOuHble 4dcbl 603MONCHO OONOJIHUMENbHOE
86e0eHUe Kpaxmana 8 mou dce 003e) OJisi obecneuenuss NOCMyNieHus a0eK8amHol 3Hepeul 8
meyeHue HouU, OAHHAS MAKMUKA OObIYHO UCNONb3YEMC MOAbKO V NAYUEHMO8 C MANCENbIM
meyenueM 3a0071e6aHUs, CKIOHHBLIX K 2unoeiukemuu. B npunoowcenuu 16 npusedenwvi
CcpeoHecymounvle HOpMbl u3uoIOcUYeCKUX nompedHocmeti 6 dSuepeuu Oas Oemeu. 0O
PexomengoBaHo HazHaueHHe aueToTepanuu BceM mnauueHtaM ¢ FAOD (kpome MCADD,
SCADD, cucteMHON HEIOCTAaTOYHOCTH KapHHWTHHA) MOCJE YCTAHOBJICHHS TOYHOTO JMArHo3a ¢
[EJTbI0 CHIDKEHUSI PUCKOB BOSHHMKHOBEHUSI META00IMYECKOM TekomiieHcauu [11-

14].

YpoBeHb yoeauTeabHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH peKOMeHIauuu — 4).
KomMmenTapuu: 6 3asucumocmu om ¢hopmel 3a001e8aHUs pPeKOMEHOYIOMCS pAa3Hble CXeMbl
nevenus. B npunoowcenuu I'7 npusedenvt 0CHO8HbIE peKOMEHOAYUU NO COOMHOWEHUIO HCUPOB U

Venes0008 6 oueme.

3.1.1 Jleuenue nanuenToB ¢ FAOD B nepuoa HHTEPKYPPEHTHLIX HHEeKINi

VY nanuentoB ¢ FAOD snu30/161 MeTa00INYECKON JEKOMIIEHCALMA MOTYT HaOJII0AaThCs

IIPU UHTEPKYPPEHTHBIX 3a00JI€BaHUSAX, FACTPOIHTEPUTE.

O PEKOMEH)IyeTCﬂ NOoAACPKUBATE BBICOKOC HOTpe6HeHI/Ie YrjieBOAOB BO BpEM:A 1000r0

MeTabonuueckoro crtpecca BceM mnanumeHtaM ¢ FAOD nns mpenorBpamieHus pa3BUTHA
MeTtabonnyeckoro kpuza [110].

Yposens yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)
Kommenrapum: uanumku c 20-25% pacmeopom Oekcmpo3vl uau KyKVPY3HO20 Kpaxmand
(KYKYpY3HbIU KpAXMAl - nayueHmam cmapuie 8 mecayes H#CusHu 6 pazosou 0oze 1 2/ke) credyem
HA4UHams Npu Nepevix NPUHAKAx 3a001e8anUs, d 3amem Pa6HOMEPHO PACHPeOeiamb 8 medeHue
cymok. [lna mex nayuenmos, y KOMOPbIX YCMAHOBNEH 30HO NPOBOOUMCS HENpepbleHOe
SHmMEpPAIbHOe NUMAHUE UTU NOSMOPHBIL OONIOC NUMAMETbHO20 PACMEOPA, Ve UCNONb3YEMO20
HOYbI0, MOXcem Obimb NPediodcer 8 meueHue 6ce2o OHA. B ciyuasax kiunHuueckozo yxyoueHus ¢
OMKA30M Om eodvl, PEOMOlU, HeobXoouma 2oCnumanuzayus O NposedeHus UHQDY3UOHHOU

mepanuu ([Ipunoscenue ' 9).

3.1.2 Pexomenganuu no JedyeHuo nanueHToB ¢ FAOD B nepuoa MeTradoin4ecKom

ACKOMIICHCAIIMHU

YV Bcex MalMEHTOB C FAOD, HC3aBUCUMO OT HAJIW4YHA WM OTCYTCTBHA KIIMHUYCCKUX

CHUMIITOMOB, KaTa0OJIMYECKHE COCTOSHUS Tpe6yIOT IMPUMCHCHUA pCKUMaA HEOTJI0KHOM CUTYyalluH.
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CocrosiHre MeTa0OJMYECKOTO KpH3a SBISETCS IMOKa3aHUEM JUIS TOCIUTAIU3AINH U
MPOBEJICHUSI MHTCHCUBHOM, B TOM YHCIie MH(PY3MOHHOH Tepanmuu, KOTopas JOJHKHA HAYMHATHCS
He3aMeUIUTeNbHO. TakTWKa Je4YeHUs JAeTeld B IMEpPUOJ KpH3a BKIIOYACT JIOMOJHUTEIHLHOE
BBEJICHUE JEKCTPO3BI™* IJIsI DHEPreTUYeCKON MOJJICPKKH M yMEHBIICHUS WHTCHCUBHOCTH
IPOIIECCOB KaTaboJIM3Ma, KOPPEKIUIO METAa00IMYECKOTO alli03a, TUIIEPAMMOHHEMUN U BOJTHO-
AJIEKTPOJIUTHBIX HAPYIICHUH, KOPPEKITUIO TUETOTEPAIIUH.

YcTpaHeHre rTuIOrINKEMUH U YJHEPTeTUYECKON HETOCTATOYHOCTH HMEET TIEPBOCTETICHHOE
3HAUYCHHE JUIsI COXPAHEHHS JKM3HU M 370poBbsi manueHToB ¢ FAOD. [O Pexomenayercsi
BHYTPUBEHHOE BBEJCHHUE PACTBOPA ACKCTPO3bI** MOJI KOHTPOJIEM €€ YPOBHS B KPOBHU IMAllUEHTaM
¢ FAOD npu pa3sutuu metadboandeckoro kpusa [5, 12,52, 130,

150].
YpoBeHb yoequTeJIbHOCTH 10Ka3aTeJbCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMeHAaunu — 4).
Kommenrtapuu: Buympusennoe 6sedenue pacmseopa dekcmpo3svl ** u3 pacuema:
HOB0podIcOeHHble u Oemu 00 3-x nem 10-12 me/xe/mun, om 3 0o 10 nem 8-10 me/ke/mun, cmapuie
10 nem 5-8 me/xe/mun. Ilpu crudicenue 2ntokosvl Hudice 2,5 MMOAb/T 8 Kpo8u HeoOX0OUMO
sHympueentnoe cmpyunoe ggedenue 10%-25% oexcmposvr™* u3z pacuema 2-3 ma/ke, oanee
nepexoosam Ha @HympuseeHHoe KaneivbHoe 8gedeHue 10% oexcmposzwvi™* co cxkopocmwio 7 - 9
Me/Ke/MUH 00 HOPMAIU3AYUU YPOBHS 2II0KO3blL 8 Kposu.) Hasnauenue oexcmposvi** ne monvko
B0CNONIHsIeM MKAHEBOU 3IHepeemuydeckuti oeuyum, HO U NOOAGIsem JIUNOIU3 U CHUICAEN
APOOYKYUIO MOKCUUHBIX 0EPUBAMOB HCUPHBIX KUCTION.

Heomnooicnyro enympueennyto mepanuio ciedyem HAYUHAMb KAK MOJCHO pPaHbuie Npu
bonee MANCENbIX COCMOSHUAX, C BbICOKOU MeMNepamypou, NOGMOPSIOUelicss PEOMol Uil
MAHCENIM 2ACPOIHMEPUMOM.

Pacmeopwr ona enympusennvix unghysuii, cooepacawue 10% oexcmposy** (unu bonee)
credyem Ucnoib308ams 0axce Npu HOPMAIbHOM YposHe 2itoKo3vbl 6 kpoesu. Ilayuenmol ¢ FAOD
HOJIHOCMBIO 3A8UCAM OM 2TI0OKO3bL OJIsL CBOUX IHEPLEMUUECKUX NOMPeOHOCmell U ee 3anac MoXdcem
ovicmpo ucmowamscs. Eciu y nayuemma paszeusaemcs 3HauumenvHas 2UnepeiuKeMust
(Hanpumep, yposeHb 2110K03bl 8 Kposu bonvute 250 me/On) ¢ enoxko3ypuetl u UMeromcs NPUSHAKU
Memaboaueckol 0eKOMneHcayuy, mo ciedyem paccmompenms 803MOACHOCHb HAYANA UHDY3UU
Huncynuna (UHCYIUH pacmeopumblil (4eio8edecKuli 2eHHO-UHMCeHepHbIl) **) emecmo chudicenus
ckopocmu uHg)y3uu dekcmpo3suvl **, cnocobcmays anaboauyeckomy cocmoanuro. Hauanvuas 0osa
ons unysuu uncyauna cocmasnsem 0,01 ME/ke/mun. Yposensv uncynuna cnedyem mumposams,
4mooObL NOOOEPIAHCUBAMb YPOBEHb 2II0K03bl 8 Kposu Mexcoy 100 u 150 me/on [153].

Cnedyem ommemumsb, umo un@y3us 0Oolee KOHYESHMPUPOBAHHO2O — pPACMBOPA

oexcmposvl** (15-25%) npu 6onee nuszkoi ckopocmu uH@y3uu nocpeocmsom YenmpaibHO20
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Kamemepa Modcem nompebo8amvcsi npu He0OCMamoyHou cepoeunoll gyukyuu. Kpome moeo,
cnedyem cooOa00amb OCMOPONCHOCb NPU NPEKPAUIeHUU 6HYMPUBEHHOU UHDY3UU - HEOOXOOUMO
MeOJIeHHO CHUICAMb CKOPOCHb, 4modbl u3dexicams coCmoanus peakmuenol eunoziukemuu. 0O
Pexomenayercst KOppeKiusi METa0OINYECKOT0 anu103a (Mpu ypoBHE OUKapOOHATOB CHIBOPOTKHU
kpoBu <16 MOkB/n) naruentam ¢ FAOD nipu pa3zButnn MeTaboIM4eckoro Kpusa |5,

12, 52].

YpoBeHnb yoeauTeabHOCTH dokazamenbvcme C (yposens 0ocmoeepuocmu pekomenoauuu — 4).
Kommenmapuu: coenacno KiuHuyecKkuUM peKomMeHoayusm no UHMeHCU8HoU mepanuu oeguyum
OuKapbOoOHamos Kynupyemcs nymem 6HYMPUBEHHO20 68€0€HUs. WENOYHbIX PACMBOPOs. HATPUS
ruapokapOoHar™**. Hampus euopokapbonam™* npumensemcs 6 euoe 8,4% u 4,2% pacmeopa 011
yoobcmea nepepacuema Ha Mmoo NaHCO. E2o 0o3uposka (Mmonb) onpedensiemcst no opmyne:
(-BE) X macca mena (x2) X 0,3. Taxoice nayuenmam modxcem 6vbimv HA3HAYEHO WeELOUHOE NUMbE
— pacmeop coowl uz pacuema 1/2-1 waunas noxcka na 200 Ma 600bl, WeN0UHbIE MUHEDPATLHBIE
800bl.

B 3asucumocmu om msoicecmu cocmosanus kaxcovie 6-12 uwacoe KOHMpoOIUpPO8ams noxKazamenu
KUCTIOMHO-OCHOBHO20 COCMOANUS KPOBU, YPOBHA HAMPUs U Kaaus 6 Kposu nayuenmam ¢ FAOD

npu pazeumuu memabonuyeckozo kpusza [5,12,13,14].

0 PexoMeHayeTcsi KOPPEKIMS BOIHO-3JIEKTPONMTHBIX HapylleHnd nanueHtam ¢ FAOD npu
pa3BUTHHU MeTaboInyeckoro kpusa [5,12, 145].

YpoBeHb yOenAuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb JO0CTOBEPHOCTH PEKOMEHIANMH — 5).
KoMMeHTAPMU: 71pu COXpaHAIOWEUCS, 2UnO2UOPamMayuil npoBOOUMCs NymeM GHYMPUECHHO20
66edenus nampus xaopuoa** 0,9%). Oonaxo HeoOX00uUMO umemv 6 U0y, UMO 2NAGHbIM
Meponpusimuem 8 KOMNieKce UHMEHCUBHOU Mepanuu s818emcsi 66e0eHue pacmeopos 0eKCmpo3bl
U WeNoUHbIX PACMBOPO8.

PexomenaoBaHno: HazHaYeHHE HATpHsI OeH30aTa (OMONOTHYECKH aKTUBHAS J00aBKa) MIPHU YpOBHE
ammuaka B kpoH Bbitie 200 mkmounb/n naipenTam ¢ FAOD nipu pazButuu

MeTabomnueckoro kpusa [152, 154].

YpoBeHb yoenuTeJbHOCTH 10Ka3aTeJIbCTB C (YPOBEHDb JOCTOBEPHOCTH PEKOMEHIAUM — 5).
Kommenrtapuu: Hampus 6enzoam (buonocuvecku akmueras 000asKa) HasHavaemcs u3 paciema
om 250 me\ke \6 cymxu. (maxcumanvuo 0o 500me/xe/cym, ecau macca mena npegvtuiaem 20 ke 00
5,5e/m2/cym)

Koumponv yposnsa ammuaxa Onondxcen nposooumvcs xaxcovie 6-12 uacos. Ocywecmansiom
00513amenbHbIL KOHMPOJIb YPOBHS HAMPUsL U Kaaus 6 Kposu He pedice Ipasa 6 2 uaca.

Coenacno  MedHcOYHaApPOOHbIM DEKOMEHOAYUSAM N0  JIe4eHUr0 2UnepamMmonHuemMuy NnoKa3aHo

GHYMPUBEHHOE 86e0¢eHIe npenapamoes, CesA3bledrouux AMMUAK, 0OHAKO 6 HacmoAaulee epems Ha
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meppumopuu  Poccuiickoii ~ @edepayuu  OanHble  NeKApCcmMEeHHvle — cpedcmea  He
3apecucmpuposansl. [losmomy 6ce npenapamol, ceéaAzvisalOWUe  AMMUAK,  ABIAOMCA
npenapamamu off-label  umu ne 3apecucmpuposanvl u mpebyrom ogopmienus 8pauebHoOU
KOMUCCUU U cOo2Nacusi pooumeneli/3aKkoHHbIX npedcmasumenei u nayuenma c 15 nem. Ilpuem
OaHHLIX NPenapamos npu UNepamMmoHuemMuy HeobXooum no JHcusHeHHvIM noxkazanusm O
Pexomenayercst KOppeKkIusl IUETUUYECKUX Meponpusatuil Bcem nanueHtam ¢ FAOD B nepuon
MEeTabOoJIMYECKOr0 Kpu3a C Ielbl0 KOMIIGHCAMK JaHHOTOo coctosiHus [1, 105]. YpoBenb
yoeautenbHOCTH JoKa3aTedbcTB C (YpOBeHb /10CTOBEPHOCTH peKoMeHAanmum — S).
KommenTapuu: Ilpu VLCAD, LCHAD ouemuueckue ocpanuuenus npu Kpuze: NOJHOCMbBIO
UCKTIOYUMb NOmpeo.ieHue HCupos Ha nepuod ocmpozoa kpusa (Ha 24-48 uacos), oanee 6600umo
MUHUMATIBHOE KOTUYECTE0 CPeOHEYENOYEUHbIX JHCUPOE NPl COXPAHEHUU 6bICOKOU KALOPUUHOCTIU
(ne menee 100—115 kxan/ke) payuona 6 0CHOBHOM 3a Cuem Y2ne8o008; uzbe2ams 20100aHUs, KO20a
npexpawaromcs uH@y3uu.

. Pexomenayercst HCIIONB30BATh IPUEMJIEMbBIN YHTEPAIBbHBIN CIOCO0 KOPMIICHUS AJIs
nanuenTa ¢ FAOD ans npenorBpatieHus pa3BUTHs KaTraboinyeckux coctosHui [1, 105].
YpoBeHsb yoeauTeabHOCTH A0Ka3aTeabcTB C (YPOBeHDb 10CTOBEPHOCTH PEeKOMEeHAAUH — 5).
KommenTapuu: camocmosamenvho uepes pom, uepesz 30H0 Ul 2ACMPOCHOMY.

Kopmnenue uepe3 HazocacmpanvHulii 30HO 6 pamMKax OO0J20CPOYHOU Mepanuu, 6 UYeiom,
HedCeNamenbHo, HO PEeKOMeHOYemcs 6 YClousax 3abo0neeanusi HA HAYANbHOM dmane
Memaboaudeckoeo HapyuwieHus. B noecednesnou npaxmuke HasHaueHue O0eKCmMposvl™* unu
KVKYPY3H020 KpaxXmaia uepe3 pom He mpebdyemcs, a NPUMEHAemcs MONIbKO Npu y2po3e

B03HUKHOBEHUA UIU 60 8DEMAL Memaobonu4ecko2o Kpusa.

. B cinyuae HeoOxogumocTH BBeAeHUs snuHeppuHa** Bcem mnanuentaMm ¢ FAOD
PeKOMEHI0BaHO ero BBejaeHue sMmecte ¢ /0% pacmeopom dexcmposvr** [97, 151].
YpoBeHb yOenuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIANMH — 5).
KommenTapuu: Onunegppun™* moscem cmumynuposams 1unoaus, nodmomy npu HA3HAYEHUU

amum demsam ciedyem 006a8iams 0ekcmposy **

Meostcoynapoonsvie KiunuuecKue peKomMeHoayuu no aeueHuro paapadoomansl moabKo
ona omoenvnvix Gpopm FAOD — oOeghekmax cpeoneuyenoueunoir 0ecuopozeHasvl HCUpHvLX
KUCTIOM U OTUHHOUENnOYeqHOU 0e2uopozenaszvt scuphvlx Kucaom. /lna opyzux gpopm FAOD
PeKomenoayuu no Ouemomepanuu Mozym paziudamoca 6 pasuelx cmpanax. Huoiwce
HPUBOOAMCA OCHOBHbBIE PEKOMEHOAUUU, KOMOPble NO MHEHUI0 padoyell pynnol AGNAIOMCA

Hauoboee noanbvIMU.
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3.2 PexoMeHnaanuy no tepanuu oraeanHbIX Gopm FAOD

B 3aBucuMOCTH OT MEpPBUYHOTO MeETabOIM4YecKoro aedekra MOAXOIbl K TEpamud MOTYT

CYIIECTBCHHO PAa3IMYaThbCA UJIM UMETh MUHOPHBIC pa3Indus.

3.2.1 PekoMeHJIALINH 110 JI€YE€HHI0 CHCTEMHOIi HeJOCTATOUHOCTH KADHUTHHA

* He pekoMeHI0BaHO HA3HAYCHHE CIEUUAIBbHOW JUETOTEpAllUd IMALMEHTAM C CUCTEMHOMN
HEJIOCTaTOYHOCTHIO KAPHUTHHA, TOCKOJIBKY BEYIIIUM MTaTOM€HETUYECKUM MEXaHU3MOM Pa3BUTHS
3a001eBaHus ABJISCTCS NePUITUT KapHUTHHA [82].

YpoBeHb yoeauTeabHOCTH J0Ka3aTeJdbCTB C (YPOBEHb 10CTOBEPHOCTH PEeKOMEHAalum — 5).
KoMMeHTapuu: socnoinenue Kapuumuua s6Isemcsi OCHOBHbIM MemoOOM JeueHuss OAHHOU
namonoeuu. Takxoice nayuenmam ciedyem uzbeeamv nepepvliéos 6 npueme nuwju (cm. oduwue

pexomenoayuu 011 FAOD u Ilpunoscenue '4).

* PexomengoBano HazHayeHHe #neBokapHuTUHA B 03¢ 50—400 MI/Kr/cyTky, BceM MarueHTam
C TOATBEPKIACHHOW MEPBUYHOW HEAOCTATOYHOCTHIO KAPHUTHHA C IIENIbI0 CHUXKEHHE DPHCKa
BO3HUKHOBEHMS TUIIOTJIMKEMUYECKUX AMK30/10B [54, 82, 155].

YpoBeHb yoequTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMEHIAMH — 5).
Kommenrtapuu: #/legokaprumun nazuavaiom 6 0oze 50—400 me / ke / cymku, paszoenenHou Ha
mpu npuema. Tounas 0osa  #1e60KApHUMUHA OONIHCHA ObIMb CKOPPEKMUPOBANA 8 3A8UCUMOCTIU
om ypoeHs kapnumuna 6 niasme. Konyenmpayuio kapnumuna cnieoyem usmepsams Kaxk MUHUMYM
uepe3 4 u nocine nocieoumezo npuema npenapama. Konyemmpayus ceo0600H020 KapnumuHa y
nayueHmos ¢ NepeuyHbIM 0eUYUMOM KAPHUMUHA COXPAHACMCS HUMCEe HOPMbL 0axce Npu e2o
npumenenuu [14]. He cywecmeyem ycmano81eHHO20 «MepanesmuiecKko2oy YpoGHs, KOMopo2o
cnedyem OOCMUSHYMb U A0EKBAMHOU CYUMAaemcs KOHYeHmpayus c600600H020 KapHumuna > 20
MKM. Vpoeenwv kaprumuna 6 naazme Ovblcmpo nadaem Nocie NPeKpaujeHus mepanuu
#/legokapHumuHom u 3amem NPOUCXOOUm UCMOUjeHUe e20 3anaca 8 mKaHax. Imo obvscHsem,
nouemy — nayueHmvl ¢ NePEUUHbIM O0epUUUMOM KAPHUMUHA, KOMOpbvle NPONyCcKarom npuem
npenapama, 0cmaromcs OecCuMnmoMHbIMU HECKOIbKO MeCAYes, Ymo MOACen Npusecmu K momy,
YUMo OHU NpeKkpawalom npuem #HiesokapHumuna. Omu nayueHmvl HOO0BEP2aAOMCs PUCKY
BHE3ANHOU CMepmU U3-3d OCMAHOBKU cepoeunoli oeamenvHocmu. OQueHb 8aNHCHO NPOOOANCAMD
Mepanuro  exceoOHesHo, 4modvl uzbedcamsv MANCENbIX HAPYWEHULU CO CMOPOHbL cepoya.
Lnumenvnas mepanus #/lesoxapHumunom NOIHOCMbBIO Kynupyem KIUHUYECKUe NpOos6IeHUs
3abonesanus ¢ Hopmanuzayueti pazmepos cepoya u IKI' 6 meuenue mecaya ¢ 60ccmanognenuem
MbIUEYHO20 MOHYCA, XOMms MKaHegvle (8 MblUEYHOU MKAHU) KOHYEHmMpayuu KapHUmuHa
ocmaromes owerv HuUskumu (<10 % om N) 6 meuenue OnumenbHo20 8pemeHil.

Ilpuem #/leokapHumuHoM 8 BbICOKUX 003AX MOXMCEMm 6bl3bl8aAMb YCUIEHUE MOMOPUKU

OfceﬂydouHO-Kumelmozo mpakma, duapero, u 6bzpa60m1<y mpumemuiamuna, 4mo Ae6JIAemcs
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NPUYUHOU «PBbIOHO20 3anaxa» om Mouu U mend. YMmeHvuieHue 003bl KAPHUMUHA MOd4Cem
YMeHbuUmb dmu nodounsie 3¢hghexmol. Ecnu Henpuammuviii 3anax cOXpausemcs, 803MONCHO

Ha3HaveHue Kypca nepopaibHo2o npuema #tmemponuoasona™* ¢ dose 10 me / ke / cymku 6 meuenue

7—10 oneui [82, 83, 155, 156].

3.2.2 PekoMeHIAIMH 110 JIEYEHHIO AeHINTA KADHUTHH-AIHJIKAPHUTHH TPAHCJI0KA3bl

Kinnnnueckue pekoMeH1alMy, OCHOBAHHBIE HA JIOCTATOYHOM YPOBHE JJOKA3aTEeIbHOCTU U
yOeTUTEILHOCTH, IS JICYCHUS ¥ MOHHTOPHHTA 3TOTO KOHKPETHOTO 3a00JICBaHMS B MHUPE HE
pa3paboTtanbl. biu 0nmyOIMKOBaHBI TOJIBLKO PEKOMEH IAIMH, OCHOBAHHBIE Ha OIBITE HKCIIEPTOB 110
KIIMHUYECKOMY U OMOXMMHUYECKOMY MOHHUTOpHHTY marueHToB ¢ FAOD. Her enqunoro MHeHUs
OTHOCHUTEJIHO MCTIOJIB30BAHMS JIEBOKAPHUTHHA TIPH 3TOM (hopme Oosie3nu. HekoTopsie aBTOpHI HE
PEKOMEHIYIOT 3TOT0, IIOCKOJIbKY HAKOTUICHHUE JNTMHHOIEITOYEYHBIX al[MJIKAPHUTHHOB MOXKET OBITh
TOKCUYHBIM g cepaeuHoro putma [84]. Tem He MeHee, Jpyrue aBTOPbl CUYUTAIOT
1EJIECOO0Pa3HbIM MPUMEHSITh €ro IMpU 3MNU30JaX METa00JIMYEeCKOM JIEKOMIICHCAIUH, s

BOCCTAaHOBJICHUSI MUTOXOHIPHAIBHOTO ITyJia KodH3uMa A [66, 85-89].

* Pexomenayercsl manueHTam ¢ yctaHoBiieHHBIM quarno3oM CACT cobmoieHrne HU3K0KUPOBOI
JIueThl (MoTpebiieHrne KUPOB TOJDKHO COCTaBIATh 30% nIu MeHee oT 00IIeH

kanopuitHoctu, 20% u3 Hux - MCT ¢ auzkum cogepxxkanrem C10 u 10% LCT
(JUTMHHOLIETIOYEYHbIE TPUTIULIEPHIbI) AJIS TPEAOTBPAIIEHUS Pa3BUTHS METAO0INYECKOT0 KpH3a
[66, 87-89].

YpoBeHb yOoenuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIANMH — S).
Kommenrtapum: pexomenoosano MCT ¢ nuskum cooepocanuem C10 6 ceazu ¢ mem, 4mo sHcupbul

C10 mpebyrom onsa oxucaenus akmusnou pabomor CACT [90].
* Pexomenayercsi manuvieHTam ¢ ycTaHoBieHHbIM auarHo3oMm CACT wu3berath IIUTENBHBIX

IIEPEPBIBOB B IIPUEME MHILHU JUIS IPEIOTBPALIECHHS THIIOMNINKEMUUECKHUX COCTOSTHUM [66, 87-89].
YpoBeHb yoeAuTeJIbHOCTH 10Ka3aTe1bCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIaluu — 5).
KomMeHnTapun: ne cywecmseyem eouHo2o MHeHUs O 0e30NACHLIX UHMEPBANAx MedHcoy
KOPMIIEHUAMY, 6 OAHHbIX KIUHUYECKUX PEeKOMEHOAUUAX HAMU Obliu 8blOpaHvl me, KOmMopbvle
onyoOIUKO8AHBL 8 pabome 2pynnvl SKCNEPMOoE U3 esponetickux cmpan. Maxcumanvrno donycmumbiil
bezonacHwlli uHmMepean Oisk PazHblX 603PACMHbBIX 2pynn npuseder 6 Ilpunodcenue

16 [66].

* PexoMeHayIOTCS TanyeHTaM ¢ ycraHoBiIeHHbIM auarHo3oM CACT n006aBkM He3aMEHHMBIX
KUPHBIX KUCIIOT, C LIeJIbI0 MPEAOTBpaIleHns UX AeQUuiuTa - JuHoseBol (3—4%) 1 JIMHOJIEHOBOM
(0,5-1%) - B cootHomeHuu ot 5:1 go 10:1, UX UCTOYHUKOM MOTYT SIBJISIOTCSI MACJO TPELKOro

opexa, JIbHsIHOe, coeBoe [66, 87-89].
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YpoBeHb yOeauTEeJIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHAAUMH — 5)
KommenTapuu: Codepoicanue kuciom 6 paznvlx maciax npusedero 8 Ilpunoscenue I'13 [66]. O
Pexomenayercs nanueHTam ¢ yctaHoBieHHbIM auarHo3oM CACT B nepuoj MUHTEKYPPEHTHBIX
WHGEKIMA W JPYTHX COCTOSHUN, TPU KOTOPBIX AKTHBUPYIOTCS MEXaHHM3MBI KaTtabolu3ma,
MPUMEHEHHE MePOPaAIbHO PACTBOPOB JEKCTPO3bI™* UM MOTUMEPOB JEKCTPO3bI B BUJIE MUIIEBON
00aBKH (MaJbTOACKCTPHH (IEKCTPUHMAJIBTO3a)) ¥ TTOBBIIICHHOE TOTPeOICHUE YIIIeBo10B [89].

YpoBeHb Y0oeauTeJIbHOCTH A0Ka3aTeJbeTB C (YPOBEHb 10CTOBEPHOCTH PeKOMeHIauuu — 5S).
KommeHnTapuu: oemanvhsie pekomenoayuu cm. 6 pazoene 3.1.2 Pexomenoayuu no jedyeruro
nayuenmos ¢ FAOD. B nepuod memabonuyeckou OeKOMNEHCayuu  CHUNCEHUE VPOBHSL
ONIUHHOYENOYEYHbIX —AYUTKAPHUIMUHO8 —CYUMAEMCS  GAJCHbIM MapKepom 3¢hghekmusHocmu

JIeYEHUA.

3.2.3 PekoMeHJIALIMH 110 PAITHOHY MUTAHUS NPH AeUIHTE KADHATHH NAJbMHUTOMI-CoA

TpaHchepasnl I, 11

Knunuueckue pexomenoayuu, 0CHO8AHHBLE HA OOCMAMOYHOM YPOBHE O0KA3AMENbHOCMU U
yboeoumenvrocmu, 0nsi aedeHuss u mounumopunea oeuyuma CPT2 u  CPTI 6 mupe ne
paszpabomanwl. bvliu onyoIuKosansvl moabKo peKOMeHOayuu, OCHOBAHHbLE HA ONbIME IKCNEPMOB

nO KIUHUYECKOMY U Ouoxumuieckomy monumopunay nayuenmos ¢ FAOD.

* Pexomenayercsi nanueHTaMm c ycraHoBieHHbIM jauarHozom CPT 2 u CPT 1 wusberats

JJIUTCIIBHBIX ICPEPHIBOB B MPHUEMCE ITUIIW JJIA MPCAOTBPALICHNA TMITOTTITMKEMHUYCCKUX COCTOSTHUH

[66].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTelbcTB C (YPOBEHDb J0CTOBEPHOCTH peKOMeHAanum — 5).

KommenTapum: vacmoe xopmnenue kasxicovie 3-4 uaca pekomenoyemcs, ocobeHHo 01 oemell,
VUUMBLBAsl UX OZPAHUYEHHbLE 3anachl 2IUKo2eHa. Jlobaesnenue KyKypy3HO20 Kpaxmaid Ha HOYb U 8
HOUHbLE KOPMIEHUSL ONPeOesiemcsi YyPOGHeM uKeMuu 1 obecneyusaen noCmosiHHbIL UCHOYHUK
Y2ne80008 ¢ MeONeHHbIM 8blC8000HCOEeHUEM O NPeOOMBPALYEHUS. 2UNOSTIUKEMUU 80 8DEMSL CHA.
Hemu 6onee cmapuieco 803pacma He OONAHCHLL UMEMb HOUHbIE NEPEPLLEbL 8 npueme nuwu bouee
12 uacos, a 6 nepuod uHgekyuonHo20 3a001e6anus. nepepslébl 8 Npueme NUU OOIHCHLL ObIMb
ewe MeHbute. Bapocnvle nayuenmol 00a24CHbL ObIMb NPOUHDOPMUPOBAHBL O PUCKAX, CEAZAHHBIX C
20/100aHUeM, U OHU, U UX Jledawuli 8pay OO0JNCHbL 3HAMb O PUCKAX 60 8DEMs XUPYPSUUECKUX
onepayutl u anecmesuu. Cnedyem pekomeH008ams GHYMPUBEHHOe 88edeHUe DeKCmpo3bl ™™, eciu
Heobx00umo 2onooams b6onee 12 yacos uz-3a 6oae3uuU UIU MEOUYUHCKUX npoyedyp. MakcumanibHo

odonycmumbulil 6e30nacHvlll Unmepsal OJisl PA3HLIX 03PACMHBIX 2pynn npuseder & llpunoscenue

I5
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* Pexomenayercst auera ¢ BBICOKMM cojaepkaHueM yriaeBogoB (70% Kanopuil) ¢ HU3ZKUM
conepskanueM xxupa (<20% kajaopuii) maryeHTam ¢ yCTaHOBICHHBIM Auarao3om aedunut CPT 2
u CPT 1 nmna mnpenoTBpamieHHss TUIOTJIMKEMHYECKUX COCTOSHMA W METaOOIMYecKOM
nexomrmencaruu [91].

YpoBeHnb yoeauTeJbHOCTH 10Ka3aTeJIbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHAAUH — 5).
O PexomenayeTcsi B IEpUOJ MHTEPKYPPEHTHBIX HHPEKIMIA U IPYTUX COCTOSHHMA, TIPU KOTOPBIX
AKTUBHUPYIOTCS MEXaHM3Mbl KaTaboJIM3Ma, MalueHTaM C YCTaHOBJICHHBIM TUArHo30M Je(ULUT
CPT 2 u CPT 1 ¢ nenpio mpeaoTBpaIICHUs] METa0OJIMYECKOW JEKOMIIEHCAIIUU YIOTPEOIsATh
IPUMEPHO TPETh OT 00IIero KoaudecTa kanopuii B Bugae MCT [91].

YpoBeHb yoeauTeabHOCTH J0Ka3aTedbCTB C (YPOBEHD 10CTOBEPHOCTH PeKOMEHAalun — 5).
KommenTapuu: scupnsie kuciomor C6-C10 He mpebyrom KapHUmMuH08020 YeIHOKA 05 86X00d 8
mumoxouopuro, nosmomy MCT mooicem npumenamvcs 6 Kauecmee OCHOBHO2O UCMOYHUKA
9Hep2ul.

* C uenpio npoQUIAKTUKH 3MU30/I0B MUOTIIOOMHYPHUH MAIIUEHTaM C YCTaHOBJICHHBIM JHArHO30M
CPT 1, CPT2 pexomenayercsi u3derath (U3NYECKUX HATPY30K BO BPEMsI MHTEPKYPPEHTHBIX
uHGEKINN U IPH JUTUTEIbHBIX MepephiBax B npueme nui [91, 92]. YpoBeHb y0equTeIbHOCTH

noka3zarejbcTB C (YPOBEHB IOCTOBEPHOCTH PEKOMEHIAHH — 5).

* B3pocibim nanuenTam ¢ yctanoBieHHbIM auariozom CPT 1, CPT2 B nepuos MeTabondeckoro
KpH3a, CONPOBOXIAEMOT0 pabJOMUOIU30M U MHOTJIOOMHYpUEH peKoMeHayeTcsl PUMEHEHUE
CTaH/IapTHOIO MPOTOKOJIA JIEYEHUSI ITOTO OCJIOKHEHHU S, YTOOBI IPEJOTBPATUTH OCTPYIO OUYEUHYIO
HEJ0CTaTOYHOCTH [13, 92, 93].

YpoBeHs yoenuTeabHOCTH A0Ka3aTeabcTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAALUH — 5).
KommenTapum: npu npucmyne muoenoounypuu  nposoosm enympusennoe esederue  ,9%

pacmeopa Hampus xaopuoa** u nampus euopoxapoonama ** (nampusa xnopuoa®* 110 mmons /
2, Hampus cuopoxkapoonama™* 40 mmone / 1) 6 5% pacmeope Oekcmpo3zvi™*, k komopomy
ooobasnaom 10 2 #mannumona™* na nump (uz 10% unu 15% pacmeopa). Pacmeop cnedyem
8800UMb MOJLOOOMY 83POCIOMY Uel08eKy 6ecom 75 ke uz pacuema 12 n/cym, umobwi nonyuums
ouypes 8 n/cym u noodepoicusamo pH eviwe 6,5. Dmom mepanesmuueckuii pexcum no3eo.isaem
KOHMPOIUPOBAMb CUNEPKATUEMUIO U aYUO03 U, C1e008AMENbHO, MOMCem Npedomepamums
OCMpYI0 NOYeuHyro HedocmamoyHocmo. Eciu nayuenmul He peazupylom Ha pecuopamayuio,
Modcem nompebosamuvcs eemoouanus. I emoouanus Koppekmupyem memadorudeckuti ayuoos u
HapyuwleHus 91eKmpoIumos u cnocoocmeyem yoaneHuro MUOHEKPOMUUECKUX MOKCUHO8 U3
naasmol. JJuanuz nokazam npu no4edHol HeOOCmMamoyHoOCmu, eciu y NayueHma aypus u ouypes
He 8occmanoeieH nocie pecuopamayuu. Ecme ocnosanus nonacams, umo ynpedxcoarouee Ha4ano

2eMOO0UANU3A MOJHCEM YILYYUUMb UCX00bL NymMeM YOdleHus HehpOmMOKCUHO8 U NpedomepaujeHus
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VePOACAIOWUX HCUSHU OCTONCHEHUL, MAKUX KAK cunepraiuemus u 2ay00Kutl MemadoaiudecKutl
ayuoo3. Jleuenue ocmpoii noueuHol HedOCMamouyHOCMuU ciedyen nPosoOUMb 8 COOMBEMCMEUU C
KAUHUYECKUMU PEKOMEHOAYUIMU, pPA3PAOOMAHHBIM NPODeCcCUOHANbHBIMU CO0Ouecmeamu no

Hepponozuu.

3.2.4 PexOMEHIAIMH 110 PANMOHY NUTAHUSA NpH dedpunute SCAD

Tak kak 60mpmMHCTBO NanKeHToB ¢ SCADD He UMEIOT CHMIITOMOB, JICYeHHE HEe TpeOyeTcs, He
CYIIECTBYET OOMICTTPUHSITHIX PEKOMEHIAIHIA 10 TUETOTEPAITUN WU TPUMEHEHUIO JIEBOKAPHUTHHA

u pubodraBuHa (Onosioruueckas akTUBHasi J00aBKa).

3.2.5 PexoMeHAALMHU IO pantuony nutanus npu aepunmurte MCAD

Bo mMHOrMX cTpaHax mpoBOAMTCS HEOHATAIBHBIA CKPUHUHT Ha HegocTtatrouHocTh MCAD,
MO3TOMY IMAlIUEHTOB BBIABISIIOT J0 Hadaja KIMHUYECKUX CHUMIOTOMOB. PekomeHmauuu 1o

AUCTOTCPAIINN PA3JINYIAOTCA B 3aBUCHUMOCTH OT BO3pacTa U CTaTyCa MOATBCPIKACHUA JUATrHO3a.

0 PexomenayeTcs MaiyeHTaM C yCTaHOBJICHHBIM AUarHo30M Ha HepocTatouHocTh MCAD npuem

naeBokapHuTHHA B J103¢ 60-100 Mr Ha KT B CYTKH i1 KOPPEKIIMUA BTOPHYHOTO NEe(UITUTA C LIEIBIO
YCHJICHUS BBIBEICHUS TOKCUYHBIX MeTaboauToB [ 130, 149].

YpoBeHb yoenuTeILHOCTH 10Ka3aTesbcTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIAINH — 5).

Kommentapun: IlpodeccuonanbHoe  cooOmecTBo  He  BbIpaboTalio  €AMHBIX
pexomeHnaanuii no npumenenuto Jlesokapuutuna npu MCAD. HekoTopsie aBTOpbI pEKOMEHIYIOT
100 Mr / kr / 1eHb J€BOKapHUTHHA, YTOObI KOMIIEHCUPOBATh BTOPUUYHBINA JePUIUT KApHUTHHA U
YIYYIIUTh BBIBEIEHUE TOKCHYHBIX METaOOJMUTOB, JApPYTrM€ CUUTAIOT, 4YTO B 3TOM HET
HeoOxoaumocTH [94]. B uccnenoBaHusix NepeHOCUMOCTH (PU3MUECKUX HArpy30K Y MAI[MEHTOB C
nepuuurom MCAD Obuto mokaszano, nocie npuema JleBokapuutuHa 100 mr / xr / aeHs
MEePEHOCUMOCTh (DM3MYECKON Harpy3ku BospactaeT [95]. XoTs y MalMEeHTOB C JACPUIIUTOM
MCAD He ObUIO OTMEUYEHO Cephe3HBIX M0O0YHBIX 3(dekToB mpu npueme JleBokapHUTHHA,
HEKOTOpBIE MAIlMEHTHI KaJIOBAJIMCh HAa TOLIHOTY, AUapero, 00JIb B )KUBOTE U PHIOHBIN 3amax npu
npueme B go03e 100 mr / xr / genp [96]. YuutbiBas 3Ty uHGOpMalKIO, HEKOTOpPBIE BpayH
PEKOMEHIYIOT HCHOJIb30BaTh HHU3KHE J03bl JleBOKapHHUTHHA, €CIHM YPOBEHb CBOOOJIHOTO

KapHHUTHHA B KPOBU HUKC HOPMBI.

3.2.5.1 PexoMeHIAIINH 110 AMEeTOTEPANNMY HOBOPOKIACHHLIX ¢ MCAD., BLISIBJIEHHbBIX

IIPpHU HECOHATAJIBHOM CKPUMHUHIC

* PexoMeHnayoTest coONMI0OaTh MHTEPBAIBI MEXIY KOpPMIEHMAMU He Ooiee 3-4 uacoB uIs

JOHOIIICHHBIX I[CTCﬁ C BBIABJICHHBIMH HM3MCHCHHAMU B aHAJIM3C KPOBU IIPU HNPOBCACHUHN
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HEOHATAJIPHOTO CKPUHHMHTA, XapakTepHbiMu g Aedunura MCAD, moka guarHo3 He Oyner

MOATBEPK/ICH MJIM UCKJIIOYEH HA OCHOBAHMH JIONOJHUTEIBHBIX TeCTOB [98].

YpoBeHnb yoeauTeabHOCTH J0Ka3aTeJbCTB C (YPOBEHDb I0CTOBEPHOCTH PEKOMEHAANH — 5).
Kommenrapuu: Cuumaemcs, umo HosopodcOenuvie npu Oegpuyume MCAD

no08epearomces. HauboIbWeMy PUCKY DPA36UMU SUNO2TUKeMUU 8 medenue nepevix 72 uacos

JHCU3HU, OCOOEHHO npu 2epyoHom eckapmauearnuu. Heobxooumo cobroams pe2yispHbvie

KOpMJIeHUsl, He 0ONYCMUMbL NPONYCKU HOYHBIX KOpMIeHUl!

* Pexomenayercst coOmonath  «Oe30MacHBIC» HHTEPBAIBI  MEXKIY KOPMIIGHHEM IS

HOBOPOXACHHBIX C YCTAHOBJICHHBIM OHWAIHO30M MCAD AJIi1 OpCaOoTBpalllCHUA 3MU3040B

MeTabomueckoit nekommnencaryu (I[Ipunoxenue I'6) [98].

YpoBeHb yoenuTebHOCTH 10Ka3aTebcTB C (YPOBEHB 10CTOBEPHOCTH PEeKOMEHIaluu — 5).
Kommenrapuu: bezonachvle unmepsaanvl mexicoy KOpmieHUaMU Obliu Onpedeienbl  Hd

OCHOBAHUU ONBIMA CMPAH, NPOBoOAwUX ckpuHune Ha dedhuyum MCAD.

* PexoMeHayeTcs1 HOBOPOKIACHHBIM C YCTaHOBJIEHHBIM AMAarH030M HejoctaTouHocTh MCAD npu
IPyIHOM BCKapMJIMBAaHHH JOTIOJHUTH MMUTAHUE aIAITHPOBAHHONW MOJIOYHOM CMECBHIO B TEUCHHUE
MEPBBIX TPEX MOJHBIX AHEH (72 daca) Iysi JOCTHXKEHHUST HEOOXO0UMOM MOTPEOHOCTH B KaJOPUSIX
[98].
YpoBeHs yoenuTeabHOCTH A0Ka3aTeabCTB C (YPOBEHDb J10CTOBEPHOCTH PEKOMEHAAIUH — 5).
Kommenrapun: [letu ¢ MCAD, eckapmnusaemvie 2pyOHbIM MOIOKOM, HOOBEP2AIOMCSL
0co0bOMY pPUCKY, NOCKOJIbKY COOepicanue dHepeuu 8 cpyOHOM MOJOKEe 6 medeHue Nepewvix
HeCKONbKUX OHell HU3Koe, U e20 00vémbvl Hebovuwue. [losmomy pekomendyemcs OONOIHUMD
numanue adanmupo8aHHbIMU MOIOYHBIMU cmecamu 60 mn / ke / OeHb. JKenamenvHo pagHomepHo
pazoerums 06vem cmecu mexcoy 6 u 8 KopmaeHusmMu U 0asams nNOcie KopmieHus epyovio. Eciu
pebeHok He yceaugaem 00CMAMOUHbIL 00beM cMecu U 2pYOHO20 MONOKA, Cledyem HAZHAYUMb
KOpMIEHUe uepe3 HA302ACMPANbHbIL 30HO UMW HA3HAYUMb GHYympugeHHylo un@yzuro 10%

dexcmpo30u** 0 docmudicenuss Heob6xo00UMOl NOMPEeOHOCMU 8 KAJIOPUSIX.

3.2.5.2 PexomMenaanuu no auerorepanuu nammesTos ¢ MCAD

* PexoMeHayeTcsl BCEM MalMEHTaM C YCTAHOBJIEHHBIM JHAarHo3oM HegoctaTouHoctb MCAD

coOMmoMaTh  MHTEPBAIBI  MEXAY  KOPMIIGHUSMH IS  TPEJOTBPAIICHUS  Pa3BUTHUSA

runornukemudeckux cocrosinuid (Ipunoxenue I'5) [98, 94].

YpoBeHs yoenuTeabHOCTH A0Ka3aTeabCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHAAUH — 5).
Kommentapuu: Peoxxcum numanus y demeti cmapuie2o 803pacma u 3pocivlX NAYUeHmos

00./19iceH OblMb PecyIAPHLIM U BKIIOYAMb MPU OCHOBHBIX NpUemMa nuwu (3a8mpax, 06eo, Yicuu), a
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maxoice 2-3 nepexyca (2-ou 3a8mpax, NOAOHUK U NPUEM BbICOKOY2Ie800H020 NPOOYKMA nepeo
CHOM (X1€00-0y10YHble U30enUs, eaiemol, KpynsaHoe 011000) ¢ HanUmMKom (Kuceib, KOMNOM, Yail).

Humepean conooanus 6 HouHbvle Yyacvl He 00axceH npegvluiams 12 yacos.

* PexoMenayercsi MiaJeHIIaM TIEpPBOTO TOfa OKU3HHM C YCTAaHOBJICHHBIM JHAarHO30M
HepoctatoyHocTh MCAD kopmiieHue MaTepuHCKUM MOJIOKOM WJIM MOJOYHBIMU CMeECSIMH 0e3
orpannuenuss LCF u 6e3 no6aBok MCT. Pekomenmyercss coOmronaTh WHTEPBAIBI MEXIY
KOPMJICHUSIMU JJIs1 IPEOTBPAIICHHs pa3BUTUS THIOMIMKeMuueckux coctosuuii (I[Ipunoxxenue
I'5) [98].
YpoBeHnb yoeauTebHOCTH J0Ka3aTeJbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAALMHA — 5).
Kommenrapuu: Heborvuue xonuvecmea MCT npucymcemeyiom 6 00ObIUHBIX 0emCKUX
CMecsX, HO UX KOIUYeCmea MUHUMAIbHO U He MOdicem Oblmb ONAcHbIM. B 8bicokou Konyenmpayuu
MCT oobasnsarom 6 Hekomopbie cneyuaibHble MONIOUHbIE CMECU U UX HE PEKOMEHOVIOM 0emaM C
oanHol popmotl bonesnu. Heobxooumo omxazamvcs om cneyuanrbHbix OUemuieckux npooyKkmos,
cooepacawux 6 bonvuiux konuvecmseax MCT.
Kupwl 6 payuone y nayuenmog ¢ Heoocmamournocmoio MCAD ne oepanuuusaromes [98].
Cpeoneyenoueunvle sHcupbl 6Cmpeyaromcsi 8 HeKOMopblX NPOOYKMax, Hanpumep 6 Ciu80YHOM
macie, Kopogbem Mo0Ke 8 HeDONbULUX KOTUYECNEAX, U OHU MO2YM OblMb BKIIOYEHbL 8 PAYUOH Oe3
ocobvix oepanudenuti. Kokoc s6nsemcs eOuHCmeeHHbIM UCKTIOYeHUeM, 20e 5% JHCUPHBIX KUCTIOM
umetrom oauny yenu C8 unu CI10. Pexomenoyiom uzbecamov ynompe0OieHus 4ucmoz0 KoKoca u
KOKOCOB020 MACA, NOCKONbKY HEeU3BeCMHO GIUAHUE UX OONIbUIO20 KOIUYeCmsed HA COCMOSIHUE
300posbs nayuenmos ¢ nedocmamounocmoio MCAD. MCT oobasnsaromess Kk HeKOMOPbIM
CHeYUanbHbIM CMecaM 014 0emell U SHepeemudeckum 000asKkam -u ux He ciedyem 6KIIYams 8
PAyuUoH numaHus nayuewmos. BajicHo nposepumb mexkywuti cocmas 6cex NpooyKmos Ha
npeomem npucymcmeust MCT.
* PekomengoBano y B3pocibix mnanueHToB npu aepuuure MCAD  wuzberaTe JUIMTEIHHOTO
TOJIOJAHUS IS TIPEIOTBPAIICHUS TUTIOTIIMKEMUYECKUX COCTOSTHAN M METa0OJIMIeCKAX KPU30B
[94, 98].
YpoBeHb yOoenuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIANMH — 5).
0 PexomeH10BaHO MNpH HAIMYMKM Y MalUeHta ¢ HexoctarodHocteio MCAD mnpusHakoB
PEKYppPEHTHOTO 3a00JIeBaHUs, BBIIIAMBAHUE PACTBOPAMM, COJEPIKALIMMHU IOJUMEP IEKCTPO3bI,
YTOOBI IPEIOTBPATUTH METAOOINYECKYIO JIeKOMITeHcaruio [94, 98].
YpoBeHb y0enuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb J10CTOBEPHOCTH PEKOMEHAauuu — 5).
KommenTapum: Pexomenoyrom makace 6 nepuod 0601€3HU UCKIIOUAMb JHCUPHL, XOMSL
ybeoumenvbHblX 0oKazamenbcme Heobxooumocmu 6 smom 011 Heoocmamouynocmu MCAD wue

nonydenvl. Ilo mepe ymyuuwienuss cocmosuus peOeHKa HOPMANbHAs Ouema Modcem Oblmb
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60300H067IeHA, HO cledyem 0asamsv OONOJIHUMENbHbIE «IHEpLemuiecKuey HAnumkiu, 0COOEeHHO
HOUbI0, 00 mMexX Nop, NOKA pebEeHOK NOJHOCMbIO He 8bl300poseem U He nepetidem Ha 0ObluHbIl
pedcum RUMaHusl.

* PekoMeHI0BaHO TIpY HaJIM4YUMK Yy TNauMeHTa ¢ HexocrarouyHocteio MCAD B mepuon
MeTaboNIMYECKOl JEeKOMIEHCAlUn B CIy4dae CJIOXKHOCTEH IMpueMa pacTBOPOB dYepe3 pOT
MpOBEJICHNE BHYTPUBEHHON HH(Y3MOHHOM Teparnuu pacTBOPaMH, COJIEPKALIUM IEKCTPO3y™*
[94, 98].

YpoBeHb yoequTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMEHIAMH — 5).
KommenTapuu: Credyem nauunams uH@y3uoHHy0 mepanuio pacmeopamu 0ekcmposol ** npu
OOHOM U3 CNe0YIOWUX NOKA3AHUL: MHO2OKpAmHas peoma, unocnuxkemus, Huskui PO:,
0be380diCcUBaHIe, HAPYULEHUS CO3HAHUSA, MemaboauyecKull ayuoos. [100podoHo onucano 6 pazoene
3.1.2 Pekxomenoayuu no aeuenuro nayuenmos c¢ FAOD 6 nepuoo memabonuueckou

O0eKxomnencayuu

* He pexkoMeHI0BaHO mamueHTaM ¢ HegocTaTtouyHOCThio MCAD B mepuosa MeTabonmdecKoi
JIEKOMIICHCAIIMHA BBEJICHUE JKUPOB C LEJIbIO IPEOTBPAIICHHS YCYTyOICHHS TSHKECTH COCTOSTHUS
[98, 99].

YpoBeHs yoenuTeabHOCTH A0Ka3aTeabCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHAAIUH — 5).

* Pexomenayercst BceM B3pOCIBIM MAIlEHTaM C YCTAaHOBIIEHHBIM JHArHO30M HEJOCTATOYHOCTH
MCAD wu3berarb IueThl C BBICOKUM COJECpP)KAHHUEM >KUPOB, YMOTPEOJICHHE aJKOTOJIs, YTO
BBI3bIBACT META00INYECKYIO eKoMMeHcanuio [94, 99].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMEHIANH — 5).
O Pexomenayercst u36eraTb NPUMEHEHUS alleTUIICATUIIMIIOBON KUCIOTHI™* BCeM MaIlUeHTaM C
ycTaHoBJIeHHBIM AuarHo3oM MCAD c 1ienbio npeoTBpalleHus pa3BUTHs

MeTabonnyeckoro kpusza u cuaapoma Peiie [94, 100].

YpoBeHb yoeauTeabHOCTH J10Ka3aTedbCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMEHAalum — 5).
KommenTapuu: Ayemuncanuyunosas xucroma™®* ygenuuugaem mMumoxoHopuaibHoe OKucieHue
JHCUPHBIX KUCTOM, YMO CHOCODCMBYem UxX HAKONAEHUI0, d MAaKdice UHSUOUpYem nepoKCcUcomMHoe
OKUcCIeHue.Omo npueooum K yXyouleHuro cOCMosiHUs NAYUeHmo8, NOCKOIbKY OKUCTIeHUe HCUPO8
8 NEPOKCUCOMAX ABNAEMCA  ANbMEPHAMUSHBIM  MemadOIUdYecKUM Nnymem, HNo360AI0UjeM

YaCMuUYHO KoMneHcuposams ouoxumudeckui oegpexm npu FAOD.
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3.2.6 Pexomennanuu no pannuony nuranus npu pepunmure LCHAD u TFP

Heduyum LCHAD - oouna uz camvix mscenvix gpopm FAOD, npu xomopou naubonee yacmo
pazeusatomcsi memadoauveckue kpusvl. CoonrodeHue ouemol peKoMeH008AHO 8CeM NAYUEHMAM 8
panHem OemcKOM 803pacme 6He 3ABUCUMOCMU OM HAIUYUSL UIU OMCYMCMEUsS KIUHUYECKUX

cumnmomos [101].

* PexomengoBano y nanuentoB npu aedurure LCHAD u TFP npuaepxuBarbcsi MaKCUMaIbHO
Huskoro norpednenne LCFA, kak mpu HajduMuuyd CHUMIITOMOB, TaK M MPU UX OTCYTCTBHH, AJIS
PO HITAKTUKH BO3HUKHOBEHHMSI TIOJIMHEHponaTuu [66].

YpoBeHnb yoeauTeJbHOCTH 10Ka3aTeJILCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHAAUM — 5).
KommenTapuun: Hosopoowcoennvim nokazan npuem cneyuanbHou cmMecu ¢ HUSKUM

cooepoicanuem LCT u svicoxum codeparcanuem MCT (MCT-cooepocawas cmecw) (Ilpunoscenue
I 10). MCT-cooeporcawas cheyuanvnas cmecy obecneuugsaem ce NOMpeOHOCMU 8 NUMAMEIbHbIX
sewecmsax. OQouwaxko 6 smom ciyuae HeoOX00uM OONOIHUMENbHBIU NpUeM He3AMEeHUMbIX

()ﬂunﬂouenouewbzx HCUPHBIX KUCI0m.

* PexoMenayeTcsi Ha3HAYCHUE IUETOTEPANMK IPHU BBISIBICHUH XapaKTEPHBIX H3MEHEHUH 110
pe3yabTaTaM HEOHATAIBHOTO CKPUHHMHTA W/WIM OMOXUMHYECKOW AMAarHOCTHKH, HE IOXKHIASCh
MOJTBEPKJICHUS AUArHO3a MOJIEKYJISIPHO-TEHETUYECKUM METOA0M [66].

YpoBeHb y0eAnuTeJIbHOCTH A0Ka3aTeJbCTB C (YPOBEHB 10CTOBEPHOCTH PeKOMeHIauuu — 5).
Kommenrapum: [lockonbky y MaadeHyee Mmodcem HAOIOOAMbCS AKMUGHBIL  TUNOJIUS,
KOHYEHmMpayusi HeKOMOPLIX AYUIKAPHUMUHOE MONCEM NPEGbIUANb HOPMATbHbLE 3HAYEHUS, YMO
ABNACMCA NPUYUHOLU JIOHCHONOTIOHCUMETbHBIX Pe3YIbmamos ananusza. B ciyuae eciu ouaenos ne
06yoem noomeepaicoeH, ouemomepanusi Moxcem Ovimb OMMeHeHd.

* PexoMenayercsi py BBEICHUHW TBEPAOH NMHUIIM B PAlMOH TAIMEHTOB C HEIOCTATOYHOCTHIO
LCHAD u MTP nonnepxuBaTh coiepxaHue oOmux kupoB B paunone 25— 30% ot oOmiero
notpebnenus kanopui, rae 20-25% npuxoaurcst Ha MCT u 5-10% - na LCT (Ilpunoxxenue I'11)
[66].

YpoBeHb yOoenquTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIANMH — 5).
KommenTapuu: Onucan nonosxcumenvuwiii. d¢hghexm nosviuienuss nompedienus oOeixa 8
OMHOWIEHUU  DHEP2eMmUYecKko20 6ananca u memaboIuyeckoeo0 KOHmpons y oOemell ¢
nedocmamounocmoio LCHAD unu TFP [134].

Ilpu deghexmax okucieHus OTUHHOYENOUEUHBIX HCUPHBIX KUCIOM Cledyem O0SpaHudumy
nompeoieHue OIUHHOYENOUEeUHbIX JHCUPOB (8blUUCTAeMOe KAK NPOYEeHMHAs 00 CYMMAPHOU
sHepeuu, noaydaemon uz ocupos). Coenacno pexomenoayusm D-A-CH (oOvedunenue
Hympuyuonucmos I epmanuu/Ascmpuu/Illseiiyapuu), 8 payuone 300p08020 MaAAdeHYa 0073

aoHcupos Ooaxcua cocmaesname 40-45% om obwetll kanoputinocmu, a 8 payuowe pebeHKa
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wKonvHo2o eospacma - 30-35%. Ilpu ocpanuuenuu ONUHHOYENOYEUHBIX HCUPHLIX KUCTIOM 8
payuone HeoOX00uMbl 000ABKU HE3AMEHUMbBIX JHCUPHBIX KUCIOM OJisi NOKPbIMUSL CYMOYHOU
nompebrocmu 6 sxcupax ([Ipunoscenue 1" 8). /[na noddeparcanus onmumanrbHO20 COOMHOUEHUS
omeza-3 u omez2a-6 HCUPHLIX KUCIOM NPeOnoOYmumesbHbl MAClo 2PEeYKo20 opexd, coesoe MAacjlo

unu macio pocmkog nuieruywl [102].

3.2.7 Pexomenaanuu no panuony nuranus npu aepunyure VLCAD

B nacrosimiee BpeMs He CyllecTBYeT HAay4YHO-OOOCHOBAHHBIX PEKOMEHAINH MO BEJICHUIO
NAlMEHTOB C HapyUICHUSMHU OKUCJICHHS JUIMHHOIEMOYEUHBIX JKUPHBIX KHUCIOT [62].
['eTeporeHHOCTh KIMHUYECKUX (PEHOTHUIIOB SIBIISIETCS XOPOILO YCTAHOBICHHBIM (hakToM [5], uTo €
BBEJCHUEM B TPAKTUKy CKPUHMHTAa HOBOPOXKICHHBIX TaKXKe IMOJpa3yMeBaeT Cllydau
OeccumntoMHoro TeueHus Oone3nu [6]. [lomumo 53TOro, MoseKysspHas Te€TEPOreHHOCTh
3aTpyIQHSET TMPOTHO3UPOBAHUE CTEMEHHU TSKECTH 3a00JIeBaHUS WM HCXO0Ja Ha MOMEHT
MPOBEJICHUSI CKPUHUHTA HOBOPOXJICHHBIX. BBISCHEHHE BOIpoca O TOM, HEOOXOIUMO I MPHU
JerkoM (PeHOTUIE CHM)KEHHE B PALMOHE JOJH AJUHHOLICTIOUYEYHBIX KHPOB, WIH JOCTATOYHO
MPOCTO OTPAHUYUTHCA PEryIsIpHBIM KopmieHueM U jgoOaBkamu MCT, ocoOGeHHO mpH

MOBBIIIEHHON TIOTPEOHOCTH B KAIOPHAX, TpeOyeT OoJiee MPOAOKUTENILHOTO Ha0mroneHus [66].

B 3aBHCHMOCTH OT COCTOSIHHUS pe6eHKa OHTCPAJIBHOC MHUTAHUC OCYHICCTBIIACTCA 4YCPE3 pPOT, a

TAKXKE 4C€PE3 30HA UJIU IraCTPpOCTOMY, paCd€T IMMPOBOAUTCA CTPOTO HHAUBHUIYAJIBHO.

* PexoMenayercsi MpoaOIKaTh KOPMIIEHUE TPYIHBIM MOJIOKOM WJIM aJallTUPOBAHHOM JETCKOM
CMECBIO ¢ J00aBJIEHHUEM CIIELUATN3UPOBAHHON HU3KOXKHUPOBOM cmecu ¢ orpannuenueM LCT u3
pacuera 50/50 mnamuentam c¢ OeccuMnToMHbBIM BapuantoM VLCAD, ecnu pe3ynbTaTsl
CTaHJApTHBIX JabopaTopHbIX aHanu3oB, Takux kak K@K, AJIT, ACT u rmoko3a B KpoBU
HaxoJATCsl B Ipeiesax HOpMbI [66].

YpoBeHb yoenuTeabHOCTH A0Ka3aTeabcTB C (YPOBeHb 10CTOBEPHOCTH PEKOMEHIAIUH — 5).
* PexoMeH10BaHO MITIaJIeHIIAM B O0JIe€ B3POCIIBIM JIETAM ¢ OeccuMNITOMHBIM BapuanTtoM VLCAD
CHIDKEHHUE cofiepKaHus KupoB B pannoHe 10 30—-40% ot obmieit kanopuitHoct u3 Hux 10-15%
sHepruu 3a cueT MCT ¢ 1enbio npeoTBpalieH s pa3BUTH METab0IMUecKoro kpusa [66].
YpoBeHb yoenuTeJbHOCTH 10Ka3aTeJIbCTB C (YPOBEHDb JOCTOBEPHOCTH PEKOMEHIAUM — 5).
KommenTapuu: Hexomopvle nosoposcoennvle ¢ beccumnmomuvim oeuyumom VLCAD, y
KOMOPbIX NPOGUIU AYUTKAPHUMUHOE NOTHOCMbIO RPUWUIU 8 HOPMY NOCTIe NEPBOLL He0eau JHCUSHU,
He NOLyYanu OUemy ¢ HU3KUM COOEPAHCAHUEM HCUPOE U MOOUDUYUPOBAHHBIMU HCUPAMU 6 NEPEble
Mecaybl HCU3HU, U Yy HUX 00 cux nop He nposasunucy VLCAD-accoyuuposannvie Kiunuueckue

cumnmomvl. Yuumovigas monexyaapuyio eemepocennocms npu VLCADD, ouenv mpyoHo
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YCMAHOBUMb  YEMKYIO KOPPENAYuro 2eHOMmun-QeHomun u CcnpocHo3upoeams KIUHUYECKOe
meuenue 6oneswu. OOHaxko mymayus p.V2434, kax MuHumMym,  O0OHA KONUsL KOMOPOU
obHapyoicueaemcs Yy MHO2UX OECCUMNMOMHBIX NAYUEHMO8, BbIAGNAEMbIX NPU CKPUHUHSE
HOBOPOIICOEHHDIX, KAK NPABUIO, ACCOYUUPOBAHA C MAKUM (enomunom. Y nayuenmos ¢ smou
Mymayuel Modcem pazeuamvCs SUNONUKEMUS NPU MANCENbIX HAPYUEHUAX 300p06bs UNU
Muonamus npu CUNLHOU PUUUECKOU Hazpy3Ke, HO 803MOICHO U becCuMnmMoMHoe medenue.

Hna nayuenmos, y KOMOP®IX PA36UBAIOMCA MOILKO CEA3AHHbIE C (QU3UYECKOU HA2PY3KOU
Muonamudeckue CUMNMoOMbl 8 601ee no30Hem gozpacme, obozawerue payuona MCT (ocobenno
nepeo Gu3uuecKol Hazpy3Kotl) MONcem uspams ANCHYI0 poib, @ HEOOXOOUMOCMb 8 02PAHUYEeHUU

LCT moorcem omcymemeosamo.

* Pexomenayercsl mpu HaJM4uKd CHUMITOMOB y manueHToB ¢ naedunutoMm VLCAD nuera c
NOHIKEHHBIM cojfepkanueM LCFA u mepeBoj mnamueHTa Ha MOAM(DHUIIMPOBAHHBIC >KUPBI
(mo6aBku MCT) st mpeaoTBpallieHus: MbIIIEYHOM O60ou 1 padgomuonusa [61, 66].
YpoBeHb yoeauTeIbHOCTH A0Ka3aTeabCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIAIHH — 5).
KommenTapuu: npu nanuuuu cumnmomos cooepicanue oouux sxcupos 25-30% om obwet
kanoputinocmu, uz Hux 20-25% 3a cuem MCT u 5-10% 3a cuem LCT (IIpunoscenue I'12) [61].
IlockonbKy KauHuyeckue cUMnmMoMbvl NPU O0N20CPOYHOM HAOMIOOEHUU Y NAYUEHMO8 C
oepuyumom VLCAD npeocmagnenvl npeumyuwjecmeeHno nu300U4ecKoll Moliuiedtol 00bio u
PAOOOMUONUZOM, UMO YKA3bl8Aem HA HeOOCMAMOK MblUleYHOU SHepeuu, payuor Heobxooumo
obocawamv MCT, komopbie dondicHbl cocmasnsams 20% om obwetl kanroputinocmu (Tabauya 3).
Hayuenmam c mvluweunou crabocmovio u OONBLIO NPU  QU3UYECKUX HAPY3KAX NOMo2aem
nosvlutenue nompednenus MCT (unu yene60008) nHenocpedcmeenno neped Oonee UHMEHCUBHOU

@uzuueckoii nacpyskou (nanp., 6 0ozupoeke 0,25-0,5 2 MCT/ke).

3.2.8 PexoMeHaaMu no JeYeHno nanueuTon ¢ ['A2

0 PexoMeHayeTcsi TMalMEHTaM C YCTaHOBJICHHBIM auarHo3oM ['A2  coOmroneHne JTUETHI C
HU3KHUM cojiepkaHueM kupoB (20-25% sHeprun), HU3KUM coliep:KaHueM Oellka JUIsl CHYKEHUS
U30BITOYHOTO NOTpeOJIeHUs U30JeHIIMHA, JIEHIMHA, TM3uHa, Tpuntodana u BaauHa [103, 111].
YpoBeHb yoeauTeabHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMEHIaluu — 5).
0 He pexoMeHayeTcsl ALIUEHTAM C YCTAaHOBJICHHBIM quarHo3om I'A2 naznauenue MCT

[104].

YpoBeHb yoeauTeabHOCTH 10Ka3aTedbCTB C (YPOBEHb J0CTOBEPHOCTH PeKOMEHAAIMHU — 5).

0 PexomeHayeTcsi BO BpeMs KPHU30B TMallMeHTaM C YCTaHOBJICHHBIM auarHozoM ['A2
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MapeHTEePATbHOCBBEACHUE JEKCTPO3BI** Is KynmupoBaHUS THUNOTIMKEMHH U TOJaBIICHUS
Jaunonu3uca, Oenszoata HaTpus ( OMOIOTMYECKH aKTUBHAS J00aBKa) - AN JUIS KyIUPOBAHHS
runepamMmmonuemuu [111].

YpoBeHb yoenuTeIbHOCTH J0Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMEHIANMH — 5).
KommenTapuu: oemanvroe onucanue npusedeno 6 3.1.2 Pexomernoayuu no neweHuro nayuenmos

¢ FAOD 6 nepuoo memabonuueckoti dexomnencayuu

3.3 PexoMeHJALMN 10 IPHUMEHEHHIO OTAEJbHbIX JeKADPCTBEHHbBIX MPENApPaToB

KpOMe IMIPUMEHCHUSA NUCTOTCpAIIH IIPHU HAPYIICHUAX OKUCICHUS XUPHBIX KHCJIOT TAKXKE
H€O6XOI[I/IMO INPUMCHCHUC psada JICKAPCTBCHHBIX IIPCNaparoB W BHUTAMHHOB, YTOOBI
KOMIICHCHUPOBATH IIGCI)I/IIII/IT HC3aMCHHMBIX JKHUPHBIX KHCJIOT B OpPraHu3Me, KapHUTHHAa U

KUPOPACTBOPHUMBIX BUTAMHWHOB.

3.3.1 PexoMeHIAIMH 1O NIPUMEHEHHIO 0TIEJbHLIX JEeKAPCTBeHHLIX NPEeNnaparos,

CoACPKAINMUX JJCBOKADHUTHUH

O Pexomenayercsi usz0erath HazHaueHUsi JIEBOKapHUTHMHA B TMEpUOJ Kpus3a mpu Aedekrax
OKHCJICHUS JJTMHHOIICTIOYCYHBIX KUPHBIX KHCIIOT, OCOOCHHO B BUJ/IC BHYTPUBEHHBIX HHPY3HUH 115
IIPEIOTBPALLCHUS pa3BUTHS pabIOMHOIN3a, HEBPOJIOTUYECKUX HApYLIEHUN U apuT™Muu [63,

142, 132].

YpoBeHb yoeauTeabHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMEHIAUMH — 5).
KommenTapumu: Jlesoakapnumun s615emcsi OCHOBHOU mepanueli nayueHmos npu nepeudHol
HedocmamoyHocmu KapuumuHa. Takoce npu HUSKUX 3HAYEHUS KAPHUMUHA 8 KPOBU MOdCem
ucnonvzosamocs npu opyeux ¢gpopmax FAOD c yenvio ycunenus c6a3v18aHUs MemadoIumos
HCUPHBIX KUCTIOM U 8blgedeHUs ux ¢ mouotl. QoHaxo ucnonvizosamnue negoxaprumuna npu FAOD
A6€MCsL CNOPHBIM, M.K. 00KA3amenbcmea e20 3(PHeKmusHoCmu npu 6MopudyHom oeghuyume
kapuumuna omcymcmsyiom. Ilpu neoocmamounocmu MTP u LCHAD oobaéxku ¢
Jlesoxkaprumunom mo2ym uHOyyuposams 0arbHeUuy10 npooyKyuio 3-
2UOPOKCUAYUTKAPHUMUHOB, CNOCOOHBIX 8b13b16AMb HEOOpamuMble He8PONAMU4ecKUe CUMNIMOMbL
u apummuro. Hccnedosanus na mviuax ¢ mooenvio oegpuyuma VLCAD makoce nokazanu, 4umo
HeXeamKka KapHUmMuHa 8vi3bléaem e20 dHO02eHHbIL OUoCUunmes), KOmopwlii, 00HAKO, NO0ABIAemcs
npU 9K302eHHOM 66edeHuu Jlesokapnumuna. Y mHocux nayuenmos ¢ oegpekmamu OKUCIeHUs
HCUPHBIX KUCTIOM, He RNOxyYanwux 000a6ok Jlesokapnumuna, KoHyeHmpayuu c80600HO20
KAPHUMUHA 8 NIA3Me MAKIHCe 8APbUPYIOM OM HUSKUX 00 HOPMATbHBIX, YMO NO360JIAem 2080pUMb
U 00 2HO02eHHOM OUOCUHmMe3e KapHumuHa y yenogexka. Taxum oopasom, 000asKku, cooepicaujue
JlesoxkapHumun, O00NHCHbI HA3HAYAMBCA C OCHOPONCHOCHBIO, OCOOEHHO, K020a pedb uoem o

neoocmamoynocmu TFP u LCHAD. Cywecmeyem KoHCEHCYCHOe MHEHUe, CO2NACHO KOMOPOMY
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Cﬂedyem omkKaszamvcCs, 6 YaCnHocmu, Om 6HYynpueeRHO2c0 66e0eHUs. ﬂeeoxapHumuHa npu ocmpulx
Memabonuyeckux HAPYUWIEeHUAX, NOCKOJbKY 6 mMAaKux Ccumyayusix noeovluiaenics npodykuuﬂ

nOMeHYUAIbHO MOKCUUHbIX AYUIKAPDHUMUHOE, YO npueo()uﬂo K 6He3aNHOl cuepmu nayuermoe.

3.3.2 PexkoMeHJALMH 110 IPUMEHEHNI0 He3aMEeHHMBIX YKHPHBIX KHCJIOT

[Tarmmentel ¢ FAOD, Haxondiiuecss Ha HU3KOKUPOBOW JUETE IMOJBEPKEHBI BBICOKOMY
PUCKY neduIuTa >XKHPOPACTBOPUMBIX BHUTAMUHOB. BakHO m30erarh neduimta HE3aMEHUMBIX
YKUPHBIX KHCIIOT, ¥ OOJIbIIAs YaCTh MOTPEOICHUS JUTMHHOIICTIOYSUHBIX )KHPOB JTOJKHA IMOCTYIATh
U3 Macel, OoraThlX HE3aMEHUMBIMH YKHPHBIMH KUCJIOTaMU. J{Jisl yIOBIETBOPEHUS MOTPEeOHOCTEH
B HE3aMEHHMBIX JKHPHBIX KHCJIOTaX MOXKET MOTPeOOBaThCs J00aBICHUE CIEIUAIbHBIX Maced,

TaKUX Kak opexoBoe win JpHssHoe Macio ([Tpunoxenue I' 13) [105].

0 Pexomenayercsi mnauueHtam ¢ HegocraroyHoctbto MTP u  LCHAD, Ha3zHauath
OMOJIOTMYECKYI0 aKTUBHYIO J100aBKY B BHJE Jl0OKO3arekcacHoBod kucinotel (DHA), urpatomieit
BaXXHYIO pPOJib B OPMUPOBAHUU (PYHKLMN HEPBHOM U UMMYHHOH CHUCTEM, a TAK¥KE€ 3PUTEIHHOIO
aHajau3aropa, B J03upoBke 60 -65 mr/meHp aeTsaMm ¢ Becom Tena <20 Kr u B qo3upoBke 130mr B
JIeHb — JETSIM ¢ BecoM Tena >20 Kr i mogaep kanus GyHKUUNA HEPBHONH M UMMYHHON CHCTEMBI

[105, 137, 157].

YpoBeHb y0eaquTeIbHOCTH 10KA3aTeJbCTB B (YpPOBEeHDb 10CTOBEPHOCTH peKOMeHAaluun — 3).
Kommenrtapuu:  Jlunonesass  xkucioma U O-ITUHONEHOB8AA — KUCIOMA  SAGIAIOMCA
npeouecmeeHHUKamu 01 S9HO02eHHO020 cunmesa 0onee ONUHHBIX HCUPHLIX KUCTIOM, MAKUX KAK
atikozanenmaernosasn kucioma (EPA) u ooxozacexcaenosasn kucnoma (DHA), komopuie umerom
pewaroujee 3HaveHue 0Jisl PopMupo8arus QYHKYull HepeHoU, UMMYHHOU CUCEM U 3PUMETbHO20
ananusamopa [105]. Obecneuums ONMUMANbHYIO KOHYEHMPAYUIO DMUX IHCUPHBIX KUCTIOM 8
niasme mMoJbKO C HOMOWbIO NPUMEHEHUs. NUUeBbIX MACeNl CLONCHO, NOIMOMY HAYUeHmam
mpebdyemcs 000asieHue Ux 8 YUCmom euoe 0Jisi 00CMUIHCEHUSL HOPMATIbHO20 YposHs. Cuumaemcsl,
umo dobasku DHA mocym cmadbunuzuposams, u 3amopmo3ums pazeumiue

nuemenmuou decenepayuu cemuamku npu FAOD. Coenacro npogedenHoMy UCCIed08aAHUIO
[157], onmumanvnaa Ouemomepanus, HA3HAYAEMAs HA OCHOBAHUU HUSKUX KOHYEHMPAYuUll
Jeudpokcuayunkaprumuna u evicokux Konyenmpayuui DHA 6 nnasme, noszeonsna coxpausimo
Gynxyuro cemuamxu u ocmpomy 3penusi y oemei ¢ heoocmamounocmovto LCHAD uau MTP. 0 B
MEXIPUCTYNHBIN nepuoy s nanueHToB ¢ FAOD Haxopasmuxcs Ha JUETE C OrpaHUYEHUEM
JUTMHHOIICTIOUEYHBIX JKHUPOB PEKOMEHJI0BAHO J00aBIATh HATypaJIbHBIE PACTUTEIBHBIE Macia

(KOKOCOBOE MAcCII0, MacjIo TPEIKOT0 OpeXa) JJIsl BOCIIOIHEHUSI HETOCTAaTKa )KUPHBIX KUCIOT [105].
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YpoBeHb yoenuTeJbHOCTH 10Ka3aTeJILCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHAAUM — 5).
Kommentapun: Coommnouienue ne3ameHumMbix HCUPHLIX KUCTIOM 8 PASTUUHBIX MACLAX NPUBEOEHO
6 Ilpunoowcenuu I'1 3.

. PexomMeH10BaHO HAa3HAYCHUE HE3aMEHUMBIX KUPHBIX KACIOT nanueHraM ¢ FAOD Ha
(oHEe HU3KOKUPOBOW AUETOTEPANIUH C IIETBI0 KOMIIEHCAlMU MX HegocTtaToynoctu [11-14, 105].
YpoBeHb yoeauTeJbHOCTH 10Ka3aTeJIbLCTB C (YPOBEHb 10CTOBEPHOCTH PEeKOMEHIAIUU — 5).
Kommentapumn: B npunoowcenuu I 8 npusedeHvl 0CHOSHble peKOMeHOayuu No HA3HAYEHUIO
He3aMEeHUMbIX JICUPHLIX KUCTIOM Hpu oueme ¢ HUSKUM cooepiicanuem odicupos. 3.3.3

PexoMeHganMy 10 MPMMEHEHHIO CPeIHENeNoYeUHbIX TPUIJINIEPHI0B

. PexoMeHI0BAHO B KaueCTBE OCHOBHBIX IHIIEBBIX HCTOYHHUKOB CPEIHEIEIOYECUHBIX
KUPHBIX KucaoT wucnonb3oBarb 50% osmynbcuto MCT B NUTaHUM MAUEHTOB C
HenocrarouyHoctd TFP u LCHAD u VLCAD nns npenoTBpaiiieHust pa3BUTHS MBIIICUYHON
cuMnToMaTuku [112,

149].

YpoBeHb yoeauTeabHOCTH 10Ka3aTedbCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMEHAAluN — 5).

KommenTapuu: Cooepocanue MCT 6 paznuunvix npooyKmax 1e4ebnoco numanusi npueedeHo 8

npunoxcenuu 1'14. Onuzoduyeckue MmbluieyHble CUMNMOMbL, Hanpumep, pabdooOMUOIU3,

namozeHemu4ecKy CeA3bl8aom ¢ 0eQuyumom dHepeuU, U UX MONCHO NPeoooaemsb ¢ NOMOUbIO
yenesooog unu MCT. B uacmuocmu, no umewwumcs OAHHbIM, C6A3AHHbIU C Quzuieckou

AKMUBHOCMBIO  pAOOOMUONU3  MOJHCHO Npedomepamums nymem npuema O0CMAamo4Ho20

koauvyecmea MCT nenocpedcmeenno neped Hacpy3Kou

. He pexomenayercsi HazHaueHue mnanueHtam ¢ MCAD TpuriaunepunoB co cpemHei
ol nenu (MCT) ¢ nenpio mpenoTBpalleHHs] YXYALUIEHUS COCTOSHHUS MallMeHTa.
pasButus Metaboinueckoro kpusza [105].

YpoBeHnb yoennuTeabHOCTH A0Ka3aTebcTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIAIUM —

5).

KommenTapuu: JKupnvle xuciomul co cpeownell OIUHOU Yenu Mo2ym NPOHUKAMb 8

MUMOXOHOpUU, He 0YOVHU CBA3AHHLIMU C KAPHUMUHOM, MUHYA dMan, HA KOMOPOM OObIYHO

peaynupyemcs oxkucienue sHcupHuix kuciom. Ilosmomy npuem MCT moocem npusecmu k Oonee

CEPLE3HBIM HAPYULEHUAM obmena eeujecmse, 4em npu UuCnolb306aHuUU OﬂuHHouenouequlx HCUPOB.

3.3.4 PexoMeHIAIMH O HPUMEHEHUI0 BUTAMHUHOB

* Pexomenayercs nanuentam ¢ FAOD Ha3HaueHne BUTAMMHOB Ipynibsl B 1 KUpopacTBOpUMBIX
BUTaMUHOB A, D, E B BO3pacTHBIX 103UPOBKaX C LENbI0 MpeAoTBpalleHus ux nepuuura [5,12,

105].
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YpoBeHb yoenuTeabHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIauuu — 5).
Kommenrapum: Bumamunel HasHauyaiom 6 03pacmmubix npo@uiakmuyeckux 003ax Kypcamu no

2-3 mecaya.

* PexoMenayeTcsi BceM MaIMeHTaM ¢ OMOXMMHYECKIMH HapYIICHUSMH, XapakTepHbIMu 171 ['A2
Ha3zHa4yeHue (OMOIOrMYecKo akTUBHOM H00aBku) pubdodraasuna [106, 111, 135, 136]. YpoBensn
y0enuTeJbHOCTH J0Ka3aTedbcTB C  (YpPOBEHb J0CTOBEPHOCTH peKOMeHAamum — 5).
KommenTapuu: Cxoousiii memadonuueckuti npoguie modcem Habaoo0amvcs npu oeghexme
mpancnopmepa pubo@uasura, nodMoOMy HasHaueHue puboghrasuna (buonrocuueckas akmueHas
0obaska) per os 6 0oze 100-200 2/0env noszsonsiem NOIHOCMbBIO KYRUPOBAMb KIUHUYECKUe U

buoxumuyeckue cumnmomul 6onesHu.

3.4 CuMnToMaTu4eckoe JeueHue

0 He pexoMeHAyeTcl TPUMCHITh TNperaparbl BaJbIIPOEBON KHCIOTBHI** B  cilydae
HEOOXOJMMOCTH HAa3HAYCHUsSl MPOTUBOSMWICHTHUECKOW TEpaluu C IEIbI0 MPEIOTBPAICHHS
pa3BUTHS IEYEHOYHOM HeocTaTOUHOCTH [5,12, 145].

YpoBeHb Y0eAuTeJIbHOCTH A0Ka3aTeJbCTB C (YPOBEHB 10CTOBEPHOCTH PeKOMeHIauuu — S).
KommenTapuu: V nayuenmog c Oepexmamu MumoxoHOpuaibHo2o [-OKUCIEHUS HCUPHBIX
KUCTIOM NpUMEHeHUe BAIbNpoesoll KUCIomul™* mooicem npusecmu K pazeumuro msdicenou

NeYeHOYHOU HedoCmamo4yHOCm.

3. 5 Xupypruueckoe Je4eHue

HpI/I BO3HMKHOBEHHHN ITIOKa3aHWM 1 XUPYPTHYCCKUX  BMCHIATCILCTB  PEKOMCHAYCTCS

KOJUIETHATbHOE TIPUHSITHE PEIICHUSI O TAKTUKE €ro mpoBeaeHus |5, 12].

4. MeguuMHCKAas peadMIUTALMSA U CAHATOPHO-KYPOPTHOE JieYeHne,
MeIUIUHCKUE TOKA3aHUA U MPOTHUBONOKA3AHUSA K IPUMEHEHUI0 METO10B
MeJIUIUHCKOI peadWIuTaunu, B TOM YHUCJIe OCHOBAHHBIX HA MCIOJIb30BAHUN

NPUPOIHBIX Je4eOHbIX (PAKTOPOB

Iayuenmam c epavom-usuomepanesmom u 6payom no J1e4eOHOU U3KYIbmype
paspabamuleaemcsi NEPCOHANUIUPOBAHHBIL  KYPC pPeabuiumayuy, GKIOHAWUL MACcatc,
JneyebHyro  Quskyremypy,  usuomepanesmuieckue — npoyeoypvl  (MASHUMOmMeEpPAanuo,

mepmomepanuio, YOapHO-80JIHOBYI0 MePanuro, Memoo OUOI02ULeCKOU 0OPAmMHOl C8:3U U Opyue

npoyeoypol).
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Peabunumayuonnvie xypcol (maccasic, JIOK, ¢usuonpoyedypol, ncuxonioco—neoazocuyecKas
NOMOUb) PEKOMEHOYEmMCsl NPOBOOUMb 8 YCILOBUAX OHEBHO20 CIMAYUOHapa ¢ yacmomoti 3-4 paza 6
200 [1, 2, 14].
0 PexomeHnayercsi maleHTaM M 4iICHAM MX CEMEH MPOBOAMTH KOHCYIbTAIIUIO/KOHCYIbTAIUN
MEIUIIMHCKOTO TICUXO0JI0Ta C 1IeJIbI0 TOBBIILIEHUS TPUBEPKEHHOCTH K JieueHuto [1, 2, 14].
YpoBeHb  y0eauTelbHOCTH  jJoka3aTtedbcTB C  (YpoBeHb  10CTOBEPHOCTH
pekoMeHaanum — S).
KommenTapuu: Ocro6Holl yenvto pabomuvl NALIUAMUBHBIX CLYIHCO A611emcsi CO30aHue 8cex
HeoOX00UMbIX YC08Ull OJisl 0becnevenUst HaXOHCOeHUs NAYUEHMO8 8 OOMAWHUX YCI08USX, d He 8
cmeHax ne4ebH020 YupedcOeHUs, 4mo No380jsiem He MONbKO YIYYUUMb Kaiecmseo HCUSHU
NAYUeHmos U ux cemeti, Ho U CyuWecmeeHHO CHU3UMb 20CY0apCmeeHHble 3ampambl Ha NOCMOSHHOE

cmayuonapHoe neyerue maxux nayuenmos [1, 2, 14].

5. IlpodpunakTka U JUCNIAHCEPHOEe HADII0IeHN e, MeMIUHCKUE TIOKA3aHUS H

NMPOTHBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJIaKTI/IKl/I

5.1 lIpodbniaakTuka

Meouko-zenemuueckoe KOHCYIbMUPOBAHUE

O PexomenayeTcsi MEIUKO-TEHETHYECKOE KOHCYIBTHPOBAHUE TIOCIEC YCTAHOBIICHUS TUArHO3a
naiueHTam ¢ FAOD, ¢ nenbio pa3bsiCHEHHI T€HEeTHYECKOro PUCKa, BO3MOKHOCTH NPOBEICHUS
NpeHaTaTbHON U MPEUMITIAHTAIMOHHON JUArHOCTHKH JUTS JIF000H TMOCIeayronieil 6epeMeHHOCTH
B CEMbSIX, OTATOLIEHHBIX X0Ts Obl oM ciydaeM FAOD [1,2, 6].

YpoBeHnb yoenuTebHOCTH 10Ka3aTeabeTB C (YPOBEHB I0CTOBEPHOCTH PEKOMEHIAIUU — 5).

KommenTapmii: Cembam ¢ 601bHbIMU OembMU PEKOMEHOYEeMCs MeOUKO-2eHeMUUeCcKoe
KOHCYIbIMUpOBAHUe ¢ Yeablo onpedenenus 2cenemuveckoeo pucka. Kax u npu Opyeux
aAymoCcoMHOPeYeCCUBHbIX 3a001e8aHUAX, OJISL KAHCOOU OepeMeHHOCMU PUCK POHCOeHUsT peOeHKa
cocmasnsiem 25%. B cembsx, 20e ecmv 001bHOU pebEHOK, 803MONCHO NPOBedeHUe NPEHAMATbHOU
U NPeUMNIAHMAYUOHHOU OUACHOCMUKU.

Ilpenamanvuas ouacHocmuxa npoeoOUmMcs MONEeKYIAPHO-2eHeMUYeCKUMU Memoodmu,
nymem uccnedoganus JIHK, evioenennoii u3 oOuonmama eopcur xopuona Ha 9-11 wnedene
bOepemeHHOCMU U/UNU KIeMOK AMHUOMUYECKOU HCUOKOCcmu, NI00HOU Kpoeu Ha 20-22 nedene
bepemennocmu. Ilpu mazkux gopmax FAOD xopowio omeeuaiowux na mepanuio, peuierue o

nposedeHul NPeHamaibHOU OUASHOCIUKU OO0JIHCHO OblMb NPUHAMO MOJIbKO NOcie N0OPOOHO20
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060y9i€0€Hu}Z c cemvell scex PUCKOB U NPOCHO3A 3abonesanus Yy nomomcmeda, B803MOMNCHOCMEL

JleyeHUs npu panHel OUaeHOCuKe.

300poswlii 00pa3z xHcusnu

[Tonpoctku u B3pocibie ¢ FAOD nomxHbl ObITh OCBEOMIIEHBI O PUCKAX, CBSI3aHHBIX C
Ype3MEepHbIM YIOTPEOJICHHEM alKOroJis. AJIKOrojb HMHTHOMPYET TJIIOKOHEOTeHE3, MOITOMY
HapYIIAIOTCS KaK OKUCICHUE KUPHBIX KHUCIOT, TaK M TJIFOKOHEOTE€HE3, KOTOphIe 00€CIIeunBarOT
OpraHu3M MeTa0OJIMYeCKOH SHeprueil Bo Bpems TronogaHus. HeoOXoammo peKoMEeHI0BaTh
OrpaHHuYeHue MOTPeOJICHHS aIKOT OIS U BCET/Ia B COUETAaHUU C €JI0M.

Jleteit ¢ yctaHoBieHHBIM auarHo3oM FAOD crenyer yuuTh «310pOBOMY 00pa3y sKH3HU»
C MOMOIIBIO TUETHI U pu3nueckux ynpaxHeHuil. Hekotopsie poauTen 00eCIOKOSHBI TEM, UTO UX
peOCHOK He eCT T0CTaTOYHO. Ecin peOeHOK He ChelaeT peKOMEHI0BAHHBIN 00bEeM, TIOPITUIO, TIPH
HEOOXOAMMOCTH MOXHO JTOKOPMHTH WJIM OpPraHU30BaTh MEPEKYC MO3XKe, YTOObI O0eCreqyuT
buznoNIOrnuecKyro NoTpeOHOCTh B SHEPTUU.

Jromn ¢ pepumurom MCAD He HYXAAOTCS B JOMOJIHUTEIBHBIX KAJIOPUSX; CIIETYeT
n30eraTh NepeeIanms U3-3a PUCKA OKUPCHHUS.

Kommenrapuu: /fonecocpounvie pezynomamsl ucciedo8aHull NOKA3aau, umo JaHO0U,
neyuswuecss om oepuyuma MCAD, cknounvl K upezmeprnomy yeeauuenuio geca [108]. Hemu @
npenyoepmamnHom 803pacme Mo2ym uUmems U3DbIMOYHbIL 8eC, 8C1e0CmaUe Yacmoz2o KOPMIeHUs.
Kak 4acmb Jjevenusa. Iloxazamenu pocma u maccel mena  OONNHCHbL  MUIAMETLHO
KOHMPOIUPOBAMbCL NPU KAHNCOOM HOCeUjeHUY KIuHuxku. Junamuyeckoe Habo0eHue OO0NHCHO
BKIIOUAMb PEKOMeHOayuu no KOHMPOII0 MACCbl meid, 00yyeHue 300p08OMY 00pa3y HCUZHU,
sratoUaowemy 8 cebsi OpobHoe pezyiapHoe numaHue ¢ coonoeHuem HOpM QU3UON02ULEeCKOU

KAIOPUUHOCMU U PEKOMEHOAYUl no Qu3uyecKkoll aKkmusHOCmu.

Haobnwoenue ¢ nepuoo depemennocmu

ad PexomMenayercst KOHCYIbTalUs KeHIMH-HOCUTENbHUL FAOD 11 pa3bscHeHus
PHCKOB BO3HUKHOBEHMS aKylIEpCKUX ociokHeHu [105, 138].

YpoBenb yoeaurenabHocTH pekomenaanuid C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 5)
Kommenrtapuii: JKenwunvl, y komopuix ovin pebenox ¢ FAOD noosepaicenst pucky 6o epems

nocneoyrowux oepemennocmeti. HELLP cunopomy. Ocobenno smo Kacaemcs Cie0yrnoujux

3abonesanuii: depuyumor LCHAD, VLCAD, CPT1, CPT2 u CACT.
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5.2 IlucnancepHoe HAQJII0AeHe

e Pexomenayercs omnpeiesieHre KOHIESHTPALMK alliIKApHUTUHOB B KpOBH y nanueHToB ¢ FAOD
C LIETBI0 KOHTPOJIA YPOBHS CBOOOJHOIO KapHUTHHA M aIMIKapHUTHHOB [19, 21]. VYpoBeHb

yoenuteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 4)

KommenTapuu: Onpedenenue ayuikapHumuHog npogooumcs ¢ 4acmomoiu: Kasxcovie 1-2 mecaya
nayuenmam 00 200a, Kaxcovie 3 - 6 mecsayes y oemeii maaouie 6 nem, Kaxcovle 6 -12 mecayes
nayuenmam cmapuie 6 iem, no NOKA3AHUAM 8 Nepuood U npu 00003PEeHUU HA MemadoaIUdecKuil
kpuz. Heobxooumo ommemums, umo ypoewb AUUIKAPHUMUHOS MOJCEm NOBbIUAMbC NpU

HazHauenuu Jlesoxapnumuna (Ilpunosxcenue I'16).

* Pekomen0BaHo BceM manueHTaM ¢ auarHo3oM FAOD oOuuii (KITMHUYECKUI ) aHaIu3 KPOBU
pa3BepHYTHIH (TeMOrJI00MH, KOJIMYECTBO JSPUTPOIMTOB, IIBETOBOM IOKa3aTelb, KOJIMYECTBO
JIEHKOLIUTOB, TPOMOOITMTOB, JICHKOIIUTapHas (OpMyia U CKOPOCTh OCEIaHUsI SPUTPOITUTOR) IS
OIICHKHM OCHOBHBIX MapaMETPOB KPOBETBOPEHHUS U HATUUHS

BOCHAJIMTENBHBIX TIporieccoB [1, 2, 5, 28].

YpoBeHb yoeauTeabHOCTH J0Ka3aTedbCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMeHAALUu — 5).
KomMeHTapuu: 6 c6i3u ¢ 8bICOKUM PUCKOM pa38umus UHMEPKYPPEHMHbIX UHpeKyui oowuil
ananusz kposu nayuenmam ¢ FAOD npoeooumcs ¢ uacmomoii: kasxcovie 6 mecsayes nayueHmam

00 6 1em, kadicovle 6-12 mecayes nayuenmam cmapuie 6 em.

* Pexomenayercsi BceM naunueHtam ¢ FAOD mnpoBeneHue aHanus3a KpoBH OMOXHMHYECKOTO
o0mieTepaneBTUIECKOro (CofepKaHue TIFOKO3bI, 001Iero 0enka, 0enKoBbIX (hpakiui, arb0yMuH,
C-peaktuBHOro Oenka, obuero ounuMpyouHa M ero (pakiuu, XOoJecTepuHa, TPUTIHILIEPHJIOB,
JIMIIOTPOTEN 0B HU3KOH U BEICOKOM IIOTHOCTH (MCCIIEIOBAHNE YPOBHS JIMTIONTPOTEHHOB B KPOBH),
mIeJTOYHOM  ¢ocdaTaspl, KpeaTWHWHA, MOYEBHHBI, MOYEBOW  KHCIOTHI,  aMMOHWUS,
aJlaHMHaMUHOTpaHcdepassl (AJIT), acrapraTaMUHOTpaHc(epasbl (ACT),
ramMarmotamunTpancepazsl  (ITT),  kpearundpochokunassr  (KPK), HccnegoBanue
YPOBHSI/aKTUBHOCTH HM30()epPMEHTOB KpeaTWHKHHA3bl B KpPOBH, JakraTaeruaporenasza (JIJI),
KaJbIMsg OOIIETO M WMOHW3MPOBAHHOTO, HATPHWS, KallMs, HEOpraHmveckoro Qocdopa, xemnesa,
dbeppuTHHA, MarHus, XJ0pa, MOJIOYHOW KHCIIOTHI), MHCYJIMHA, TTOKa3aTeIel KUCIIOTHOOCHOBHOTO
paBHoBecust (MccnenoBanue ypoBHA Oy(epHbIX BelIecTB B KpoBH, McciemoBaHHe YpOBHS
BOJIOPOJIHBIX HOHOB (pH) KpoBm), HccieoBaHne YPOBHS MOJIOYHOM KUCIIOTHI B KPOBH (JIaKTaTa)
C MeNbI0 OIEHKH COCTOSHUSI TII€YCHH, II0YeK, OajaHca BaXHEUIIMX HYTPHUEHTOB IIPH
TUETOTEpanuy, KaableBo-hochopHOro oOMEHa W  BBISIBICHHUS OTKJIOHEHUW  BaKHBIX

OMOXMMHYECKHX TIOKa3aTeNel s anpHeiel koppekuuu [12, 132, 145].
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YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTeNbCTB — 5)
KommenTapwuii: ananuz nposooumcs ue pedxce 1 paza 6 6 mecayes u no noKa3auusim npu
VXYOueHuu COCMOAHUSL U NPU MEeMAOOIULECKOM KpU3e.
PexomennoBano BceM mnamueHtaM ¢ FAOD oOmmii (KIMHUYECKH) aHaiu3 MOYH,
OIpe/Ie/IEHNE KETOHOBBIX TEJI JUIsSl OLIEHKU COCTOSIHUSI MOYEBBIBOAAIINX IyTel U novek [1, 2, 5,
34].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb J0CTOBEPHOCTH PeKOMEHIANMH — 5).
KoMMeHTapuu: 6 c6a3u ¢ 6blCOKUM PUCKOM pAa38UMusi UHMEPKYPPEHMHbIX UHDeKyutl y
nayuenmos ¢ FAOD pexomenoyemcs npogedenue 0aHHO20 UCCAe008aHUsL He pedice 5 pa3 6 200
Obviuno obwuii ananuz mouu nayuenmam ¢ FAOD nposooumcs ¢ vacmomoii.: kaxcovie 6 mecsayes
nayuenmam 0o 6 iem, kaxcovle 6-12 mecsayee nayuenmam cmapuie 6 1em, yauje — no NOKA3AHUAM
npu yXyouleHuy COCMosHUA U NpU MemaboIuyeckom Kpuse.
* Pexomenayercs onpejieneHye 1adopaTopHbIX NoKa3aTesel (KMCIOTHO-IIEI0YHOTO COCTOSIHUS
kpoBH (MccienoBanue ypoBHs OypepHbIX BELIECTB B KpoBH, VccienoBanue ypoBHS BOIOPOAHbBIX
noHoB (pH) kpoBu), uccienoBaHue ypoBHS MOJOYHOM KHMCIOTHI B KpOBH (JaKTaTa), IJIIOK03a,
AIIEKTPOJINTHI (KA, HATPHU, KaJbL[Uil HIOHU3UPOBAHHBIN, XJIOP) B IEPUOJL U ITPU IIOJI0O3PEHUU HA
METa0OTMUECKUI KPH3 MaMeHTaM C KIIMHUYECKUMU U/HITH OnoXuMudecKuMu puzHakamu FAOD
C 1IeJIbIO OLIEHKU COCTOSIHMSI U CBOEBPEMEHHOM KOPpEKIUH Tepanui [12,
132].
YpoBeHb yOenuTeIbHOCTH 10Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH PEKOMEHIANMH — 5).
0 Pexomenayercsi BceM TalMeHTaM C [AaTOJIOTMEH CEpAEUYHO-COCYIUCTOW CHCTEMBI
UCCIeIOBaHMsl ypoBHS N-TepMUHANIBHOTO (PparMeHTa HaTPHIYpPEeTUYECKOTO MPOMENnTHIa
Mo3roBoro  (NT-proBNP) B kpoBu 11 CBOEBPEMEHHOM JTUArHOCTUKU  CEPJCYHOM
HEJ0CTaTOYHOCTH, MU epeHIINaTbHON TUarHOCTUKY C O/BIIIKON, BEI3BAHHOW PeCTIUPAaTOPHBIMU

HapYyIICHUSAMH, JUIS  peLIeHUs BOIIPOCOB 0 CTapTe/KOPPEKLIUU

KapAuoTponHoi Tepanuu [11, 133].

YpoBenb yoeauTeabHOCTH J0Ka3aTeabCTB C (YPOBEHDb 10CTOBEPHOCTH PpeKOMeHAAlNU — 4).

* Pexomenayercs nposeqieHne xontepoBckoro MonutopupoBanust DKI', Oxo-KI', nmamuenTtam c
FAOD npu nocraHOBKe IHarHo3a, aajiee He pexe | paza B roj ¢ 1esiblo JUarHOCTUKHU MaTOJIOTUU
co croponsl CCC [97, 109, 129, 133].

YpoBeHnb yoeauTebHOCTH J0Ka3aTeJbCTB C (YPOBEHDb 10CTOBEPHOCTH peKOMeHAaluu — 4).
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Pexomenayercss mposeneHue snekrpodHuedanorpapun (33I) mamumentam ¢ FAOD mnpu
HAJIMYUU HEBPOJOTUYECKON CUMIITOMATUKH JIJIs1 BBISIBJICHUSI STTMIICNTHYECKON aKTUBHOCTH U JIJIS1
KOHTpPOJII TPOTUBOIIMUIECNTHYECKON Tepanuu COTJIACHO KIMHUYECKUM PEKOMEHAALMSIM 10
sanusericuu [35, 158].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB
—4)

KommenTapun: ¢ mom uucne 931 ¢ eudeomonumopunzom. Ilpu omcymemeuu npucmynog-we

pedce 1 paza 6 200, npu HATUYUU FINUTENMULECKUX NPUCIYNO8- NO NOKA3AHUSIM.

° PexoMeHayeTcsi mpoBeicHUE YIbTpa3BykoBoro uccienoBanus (Y3) opranoB OproniHoi
nojoctu nauueHTaM ¢ FAOD niis BbIsIBJI€HUS TATOJIOTHUU MEYEHH M TIouek [9, 12,13,

145].

YpoBensb yoenurenbHocTu pekoMenaannii C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 5)

KommenTapun: Kpamuocmo npu omcymcemeuu usmenenuti-ne pexce 1 paza 6 200, npu naiuduu

namono2uu neyeHu- o NOKA3AHUM.

° Pexomennyercst nposenenne odranpmockonuu nanueHTam ¢ FAOD ¢ nensio

CBOEBPEMEHHOT0 O0OHapyKeHUs opTanbMOoIornueckoi naronoruu [38, 149].

YpoBens yoeauteabHocTH pekoMeHnaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTelbCTB — 5)

KommenTapuu: Kpamuocmos npu omcymcemeuu usmeneHuti-ne pexce 1 paza 6 200, npu Haiuduu

namono2uu - N0 NOKA3AHUSM.

° Pexomennyercsi manrentaM ¢ FAOD mpoBeneHne KOPPEKIHH JIEYEOHOTO MUTAHUS U
CUMIITOMATUYECKON Tepanmuud C TEeNbl0 HMCKIIOUEHUs OEIKOBO-IHEPreTHUECKOM
HEJIOCTaTOYHOCTH

[11-14, 105].

Yposens yoeaurteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH A0Ka3aTeNbCTB — 5)

KommenTapun: Koppekyuio ouemomepanuu npo8oosim 8pavu-2eHemuKu Uil 8pavu-ouemonocu

¢ wacmomoti 1 p/mec na 1 200y sscuznu, oanee 1 p/3 mec u no noxazanusm oo 3 nem; 1 p 6 mec

nocne 3 nem.

° Pexomenayrwrest isi HaOMIOMCHHS MAIIMEHTOB C YCTAaHOBJIEHHBIM jauarHozom FAOD
MPUMEHITh MYJIbTUIUCIUIUIMHAPHBIA TOIXOJ B BUAY TOro, 4YTO 3a0O0NeBaHUS
XapaKTepU3YIOTCS TOPAKEHHEM MHOTHX OpPraHOB M CHCTEM, TpeOyeT KOMILIEKCHOMN
TEpanuu, 4YTO TUKTYeT HEOOXOJUMOCTh COBMECTHOTO BEICHHUS MAIIMEHTA CIICIIUATNCTaMU
pasHbIx mpodueit [12,13, 15,

28, 145].

YpoBenb yoeaurenabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJIbLCTB — 5)

KOMMeHTapI/II/I: NnoKasdanvl RNepPpeUUHbIe U NOBMOPHbLIE KOHCYIbmayuu epada-ceHemuxda,
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spavaogmanvmonoea, 6pava-He8pPoNOea, 6pPAUA-2ACMPOIHMEPON02d, BPAUA-IHOOKPUHOLO02A,
spavaxkapouonoaa, 8paua-0emcKko2co Kapouonoeaa, spaua-nwegpponoea, epaua-
neouampa/épavamepanesma/spaia oowell NpaKmuku (cemelnoeo 8paya), a makdice epavell
opyeux  cneyuanvHocmeu  nayuenmam ¢ FAOD, umerowum  uapywenus  @yuxkyui

coomeemcmeyrwmux opeainos u cucmem

O Pexomenayercsi oOyueHHe poaMTeNel (3aKOHHBIX MPEACTaBUTENCH) /MallMEeHTOB MpaBUIIaM

OpTraHMU3aIH TEPANUN B MEKIPUCTYITHBIN MEPHOJ] U B MEPHO] YTPO3bl META0OIUIECKOTO KpU3a
narnueHToB ¢ FAOD c nenbto npeoTBpanieHnst pa3BUTHs IIOBTOPHBIX META0OIHMUYECKUX KPHU30B
[105].

YpoBenb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)
KommenTapuu: V pooumeneii pebenxa 6cecoa O00NCHA ObIMb NAMAMKA C YKA3AHUEM
HEeOMIONHCHbIX MePONPUAMULL 8 Nepuood HavuHaoue2ocs memabonudeckoeo kpusa (Ipunoscenue

ri7).

6. Opranusanust MeJUIMHCKON MOMOIIH

Tlokazanug 1id JIaHOBOM TOCITUTAIU3ALINN

H€06XOI[I/IMOCTB MPOBCACHUA PA3JIMYHBIX BUJO0B OKCIICPTHU3 WA 06CJ'I€)IOBaHI/I$I B MGI[PIIII/IHCKOﬁ
opraHu3ali 1Ipu HCBO3MOKHOCTU IPOBCACHUA HX B aM6yJ'IaT0pHI>IX YCII0BUSX, Tpe6y}om1/1x
JAUHaAMHUYCCKOI'O Ha6JHOI[eHI/I$I (B TOM YHUCIIC O(I)OpMJ'ICHI/IC 3aKJIIOYCHUA (bez[epaanoro

KOHCWJINYMA).

Ilokazanus ans 3KCTp€HHOI>i TroCImyTaIn3alu

OCTphbIe 3a00JIeBaHUS;
000CTpeHust XpOHUUYECKUX OOJIe3HEiH;

OTpaBJICHUA W TpaBMbl, COCTOSAHMHA, Tp66yroume WHTEHCUBHOM TCpaliiu MW 1epeBOJia B
PCaHUMAMOHHBIC OTACIICHUSA W OTACIICHUA WHTEHCUBHOM TCpalu a TaK¥XKE KPYIJIOCYTOUYHOI'O

MECIHUIIMHCKOI'O Ha6J'IIOI[eHI/II/I )41 OpOBCACHUA CIICHUAJIBHBIX BUIOB

o0cIIeI0BaHMs U JICUCHUS.
HOKaSaHI/IH K BBIIIUCKEC ITAIUCHTA U3 MeJIHHHHCKOﬁ OpFaHI/ISaHI/II/II

OTCYTCTBHE YIPO3bl )KU3HU OOJILHOTO;

OTCYTCTBHUC YI'PO3bI pa3BUTHUA OCHOX(HGHHﬁ, Tpe6y}01u1/1x HCOTJIOXHOI'O JICUCHUS,
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CTa0MIIN3aLuUsl COCTOSIHUSI U OCHOBHBIX KJIMHHKO-Ta00paTOPHBIX MOKa3aTesled MaToI0rHYECKOro
mpolecca o OCHOBHOMY 3a00JIEBaHUIO;

OTCYTCTBHE HEOOXOIMMOCTH B MOCTOSIHHOM Bpaue€OHOM M KPYIJIOCYTOYHOM METUIIMHCKOM
HaOJII0ICHUH 110 OCHOBHOMY 3200JI€BaHHIO;

HEOOXOMMOCTH TEepeBOAa OOJBHOTO B JAPYryH OOJBHHUIYY WIM YUPEKACHUE COIMAIHHOTO

o0ecrieueHus.

[Tanmentam ¢ FAOD 1 pa3 B 6-12 mec. (B COOTBETCTBUU C TSXKECTHbIO COCTOSIHMSI) MOKa3aHO
KOMILIEKCHOE 00CIIeTOBAHUE B MHOTONPO(MUIILHBIX CTallHOHAPaX.

[Tpo1OKUTETPHOCTS TOCIIUTAIU3AMKE 3aBUCUT OT CKOPOCTH KOPPEKIIMH METaOOIUISCKUX
HaApYIICHUH, a TAK)KE OT CPOKOB MOSIBICHUS ITOJOKHUTEIBHOM TUHAMUKH CO CTOPOHBI LIEHTPATILHOM
HEPBHOM CHCTEMBI U IPYTUX OPraHOB, CKOPOCTH BOCCTAHOBJICHUS MTOKa3aTeJIeH TJIFOKO3bl KPOBU U
KHUCJIOTHO-IICI0OYHOTO COCTOSHHUS, OTBET Ha JICUCHHE OTMEYACTCS B TEUCHHE 5-7 ITHEH.
[IpeObiBaHKE B CTAIIMOHAPE B CPEAHEM COCTABIISCT 21 JICHb.

[Tocne BBIMUCKKM M3 CTAllMOHapa AETH HYXKAAIOTCS B HaONIOJCHUWU IeauaTpa, HEBPOJIora,
KapJuoJiora, TacTpOdHTEposiora, opTaIbMoJIOTa, IUeTosora, reHernka, npopeaeHuun DKI' (o
MOKa3aHUsIM).

HabumroneHne nanyeHToB Mo MECTy KUTENbCTBA (B aMOYIaTOPHO-MOJUKIMHUYECKUX YCIOBHSIX)

JOJIKHO OCYHICCTBJIATHCA ITOCTOSIHHO.

7. JonoiHuTeIbHASA HH(pOpManusd (B TOM Yucjie GaKTOPbl, BJAUSIONINE HA

HCXO0/1 3200/1eBAHUS WJIH COCTOSTHYS)

[TpooKUTETHLHOCTD AKU3HH BO MHOTOM 3aBUCHUT OT TSDKECTH 3a00JI€BaHUS U IPOBEICHUS
[aTOr€HeTHUYECKOW U CUMITOMAaTh4YecKod Tepanuu. I[IpuumHON cMepTH 4Yale BCEero sIBIISIOTCS
CepACYHO-JIETOYHAsT HEIOCTaTOYHOCTb.

B ciydae moka3zaHUsS K TUETOTEpANHH, CIeIyeT HadaTh JICYCHHE KaK MOXKHO PAHBIIE C IEJIbIO
MIPEIOTBPAIIEHUS TPOTPECCUPOBAHMS OcToxkHeHM [1-4, 11-14].

[TporHO3 COCTOSHUS U YPOBHS TICHXHUYECKOTO PAa3BUTHS MAIIMEHTOB 3aBHCUT OT TSIKECTH
3a00JeBaHMs, CTENEHH MOpaXKeHUs BHYTPEHHMX opraHoB (cepaue, nedens) u LIHC, cpokoB
Hayana JiedeHHs W I(PQPEKTUBHOCTM WHTCHCUBHOW Tepanmuu IpH  MeTabOoIN4ecKoil
nexomneHcanuu. Pano manudecrupytomias cuctemuas opma 3abosaeBaHus 0OBIYHO UMeET OoJiee
TSDKEII0e TCUSHHE U MEeHee OJIaronpHsITHBIA TPOTHO3.

HeGmnaronpusitasie 71a00paTopHbIE MIPU3HAKH, CBHJICTEIIbCTBYIOIINE 0

HecOaTaHCUPOBAHHOCTU TEpaluu M Yrpo3e Pa3BUTHUSI META0OJIMYECKOro KpH3a: yMEHbLICHHE
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CoJIepKaHUsl CBOOOJHOTO KapHUTHHA, TIIOKO3bI, TeHJEHIMA K CHIKeHHI0 pH kpoBH, nedumury
OCHOBaHMM, HapacTaHUE COAEPIKaHUS ALMIKAPHUTUHOB C OYEHb JAJIMHHOM Lenblo (IIPU CHUKEHUN

IIOKa3aTcJiia CBO6OI[HOFO KapHI/ITI/IHa) B KPOBH U NIOBBINICHUEC SKCKPEIUN OPraHUYCCKHUX KHUCIIOT.

Ha HemocTaTo4HOCTh HYTPUTUBHOUN MOMJCPKKH YKa3bIBaCT CHIKCHHUE YPOBHS T'eMOTIIOOWHA,
xKenesa, obmiero 6enka u anbOymuHa. Huskuii ypoBeHb B KPOBU HE3aMEHUMBIX JKUPHBIX KUCIIOT
(JIMHONEBOM, JIMHOJICHOBOM, AapaxWJOHOBOM, JOKO3areKCaeHOBOM U JIp.), HapyIIEHHOE
COOTHOIIICHUE JIMHOJEBON/IUHOJIICHOBOKH KHCIOT (B HopMe 5:1 — 10:1) moryr oOycCIOBHTH
3a/IEPKKY ICHXOMOTOPHOT'O U PEYEBOTO PA3BUTHUSI, CO3PEBAHNE UMMYHHOU CUCTEMBI M CHUKEHUE

OCTpPOThLI 3pCHUA.

OnuuM u3 5P PEeKTUBHBIX MMOAX0/0B K paHHel auarnoctuke FAOD sBisieTcst MacCOBBIN CKPUHUHT
HOBOPOXAeHHBIX. HeoHnaTanbHblii CkpuHUHT B Poccuiickoit denepanu Ha FAOD nipoBoauTcs B

OTJENbHBIX peruonax [1-3].

Bce JOJDKHbBI HMMETHh YacCTo OOHOBJISIEMOC «BQKCTPCHHOC)» IMMUCbMO, KOTOPOC MOXKCT IIPpU
HeO6XO,I[I/IMOCTI/I nepeaaBaTrbCsa MCIUIIMHCKHUM pa6OTHI/IKaM, KOTOPBIC MOT'YT HC 3HATh O FAOD

[Ipumep Takoi namsaTku npuseaeH B [Ipunoxenun I'17.

Kpurepuu ouieHKH KayecTBa MeIUIIMHCKON MOMOLIH

Ne | Kputepun kayecrBa Orenka
BBITTOJTHEHHU S

1. | BemonaeHo OIMPEACIICHUC KOHICHTPpAIUN AlIUTIKAPHUTUHOB (HpI/I

Ha/uer
IMOCTAHOBKE JTUArH03a)

2. | BeimonHeHo Ha3HAYeHHE OMOXMMHYECKOT0 aHAlIN3a KPOBU
obmerepaneBtuaeckoro (ACT, AJIT, KOK, rirokosa, JIATL,
XOJIECTEPUH, TPUTIIUIIEPU]IbI) BCEM MAIlUEHTAM C KJIMHUYECKUMHU
u/un ouoxumudeckumu npuzHakamu FAOD (mpu mocTaHoBke

Jla/aer

Juardo3a 1 JaJIc€ KaXXKJIbIC 6 MeCﬂI_[eB)

3. | BelmosiHEHO uccneaoBaHne KUCIOTHO-OCHOBHOTO COCTOSIHUSI 1 TA30B
KpOBH TP MOCTAaHOBKE JIMAarHo3a U MpH yrpo3e MeTadoIn4ecKoro Ha/uer
KpH3a

4. | BBITIOJTHEHO MOJIEKYJISIPHO-TEHETUYECKOE UCCIEA0BAHUE MTPU

Jla/aet
MTOCTAHOBKE JTHArHO3a

5. | Bemmonaena OKT', axokapauorpadust BceM marueHTaM ¢ Ha/uer
KJIMHUYECKUMH W/uiu Onoxumuyeckumu npusHakamu FAOD (mipu
MIOCTAHOBKE JIMAarHO3a U Jlajee He pexe 1 pasa B ron)
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BrinonHeHO onpeseneHne pa3MepoB EUYEHU U CEJIE3EHKU 10
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IMpunoxenue Al. CocraB padoyeil rpynnsl 1o pa3padoTke U nNepecMoTpy

KJIMHUYECKHUX PeKOMeH AU

1. baraesa Maanena JHBEpPOBHA - K.M.H., CTApLIM{ Hay4yHbIH COTPYJHHUK OTICIICHUS
MeIUaTPUIECKON TracTpodHTEpooruu, remnaroinorun u auerorepanun GI'BYH "OUILL
nuTaHuss W OmorexHosoruu'", accucteHT Kadeapsr PIAOY BO PHUMY wum.
H.N.ITuporosa Munsapasa Poccun.

2. BbaiinakoBa 'annna BukrtopoBHa- K.0.H., BEAyUIHI HAyYHbBII COTPYIHHUK JJabOpaTOpuu
HacyieCTBEeHHbIX Ooisie3Held oOmMeHa PI'BHY "Menuko-reHeTnyeckuii Hay4HbI LIEHTP
nM. akagemuka H.IT.boukoBa", unen Poccuiickoro o0miecTBa MEIUIIMHCKAX T€HETUKOB.

3. bapanoB Auekcanap AJexcanapoBuu - akaa. PAH, npodeccop, A.M.H.; moyeTHbIN
npesuaeHT Coroza neauarpoB Poccum, coBetHuk pykoBoautens HUM neguarpum u
oxpanbl 310poBbst nereit LIKb PAH, mpocdeccop kadenpbl meauatpum U AETCKON
pematonorun ®I'AOY «llepeoiit MI'MVY um. .M. CeuenoBa» Munszapasa Poccuu
(CeueHoBckull YHHUBEPCUTET), TJIaBHBIM BHEMITATHBIN clieMUaIUCT neauaTp MuH3apasa
Poccun.

4. bymyeBa Tarbsina BaaagumupoBHa- aM.H., OPI'AY "Hayusnslli MemumuHCKAN
HCCIIEIOBATENICKUM LIEHTP 310poBb neTeil” M3 PO, unien Coro3a nenuarpoB Poccun.

5. Bamaxkmanze Hato [xxym0epoBHa- 1.M.H., pyKOBOAUTENb OT/JeNa Op(aHHbIX Ooe3Heil
U NpoWIAKTUKM WHBaTUAM3MpYommX 3aboneBannii HUUM neamatpum u oxpaHsbl
3nopoBbst  gereit LIKB PAH mnpodeccop kadenpsl QaxkynbTeTckoil mnenuaTpuu
nenuatpudeckoro gaxkyiabrera @PI'bOY BO «PHUMY um. H.U. ITuporosa» Munzapasa

Poccun.
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11.

12.

13.

14.

15.

16.

Bumnésa Ejaena AJjiekcaHapoBHa -  J.M.H., 3aMmecTutTenb pykoBoautens HUN
neanaTpuu U oxpansl 310poBbs nereit [IKb PAH MunoOpHayku 1o HaydHOU paboTe,
JOLEHT Kadeaps! paKynbTeTCKON meauaTpun neguarpuueckoro gaxkyiasrera PI'OY BO
«PHUMY nm. H.M. ITuporosa» Munsapasa Poccun, uinen Coro3a neguatpos Poccun.
JerrapeBa AHHa BuagumupoBHa - J.M.H., HIpodeccop, 3aBeayrolas OTICIOM
neguarpun, PI'bY «HMMUILI akymepcTBa, THHEKOJIOIMH U iepuHaronoruu uM. Ax. B.1.
KynakoBa», uinen Poccuiickoro o0miectBa HEOHATOJIOTOB.

JloKIyKHHa AJIMHA AJleKceeBHA- BpPAay-HEOHATOJIOT, MIIAJIIMM HAay4HbII COTPYAHHUK
ornena neguatpuu OI'bY «HMMUILL akymepcTBa, THHEKOJIOTMU U IIEPUHATOIOTUN UM.

Ak. B.1. Kynakoa» unen Poccuiickoro o01iecTBa HEOHaTOJIOTOB.
3apyouna Bepa BaagumupoBna - Bpau-renetuk Mopososckoit II'’Kb JI3M.

KyprxoBa Haraiusa BsiueciaBoBHa - K.M.H., Beayluil HayuyHblii cotpynHuk HUU
nenuatpuu U oxpanbl 3710poBbs Aetedt [IKb PAH, unen Coro3a nenuarpoB Poccuu, uineH
Accoumanuy MEIUIMHCKUX reHeTukoB (AMI).

3axapoBa Exatepuna FOpbeBHa - 1.M.H., 3aBeIyo11as 1abopaTopueit HacaeACTBEHHBIX
6one3ueit oomena ®I'BHY "Menuko-reneTndeckuii Hay4HbId IEeHTp UM. akagemuka H.I1.
boukoBa", unen Poccuiickoro o0miecTBa MEAUIIMHCKUX TEHETHKOB, YIEH €BPOIICHCKOTO
oOuiecTBa 1o U3y4EHUIO HACJIeICTBEHHBIX Oosie3Hel oOMeHa BemiecTB (SSIEM).
Ky3zenkoBa JliogmMuia  MuxailJioBHA-  J1.M.H., 3aBEIylOllas  OTJEJICHHUEM
MICUXOHEBPOJIOTUU U NcuxocoMaTtuueckor naronorud ®I'AY "HayuHblil MeIUIMHCKUI
UCCIeI0BATEeNbCKUI HEHTp 340poBba aeTeil” M3 P®D, unen Coro3a nenuarpoB Poccun.
Kyues Cepreii HWBanoBnu - wi-xkopp PAH, am.H., gupektop OI'BHY

'

"MenukoreHeTHUEeCKU HayyHbId HeHTp uM. akaaemuka H.IT.boukosa ", Ilpesupent
Acconmanuu MeIUIMHCKUX reHeTukoB (AMI).

JlaBpoBa Asna EBreHbeBHa - J.M.H., [JIaBHBII Hay4HbId COTPYJHMK, Bpad BBICIIEH
KBaJIM(UKAIIMOHHOW KaTeropuu mo crneuuainbHoctd “Ileguarpus™, 3aBenyromast 2-m
neguatpuueckuM otaenenuem, PI'bOY BO «lIpuBomxckuil uccaeaoBaTelbCKui
MEIUIMHCKUHN yHUBepcuteT» M3 PO.

Mmuxaiisiopa Cpersiana BuranabeBHa - 1.M.H., 3aBenywomas otnaeneHueM DPI'BY

«Poccuiickas Jlerckas Knuaunueckas bonpauna» M3 PO.

Hama3zoBa-bapanosa Jleiina CelimypoBHa - akaa. PAH, npodeccop, 1.M.H., npe3uieHT
Corwsa nemmatpoB Poccum; mact-npesument EPA/UNEPSA; pykoBoaurens HUU
nequatpu W oxpanbl 3mopoBbsi  geteit IIKb PAH, 3aBemyromas xadeapoit

dakynbTeTcKkoil neguarpun neauarpuyeckoro daxkymnsrera ®I'bOY BO «PHUMY um.
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20.

21.

22.

23.

24.

25.

H.U. ITuporoBa» Mun3znpaBa Poccuu, riaBHbIA BHEIITATHBIN JETCKUN CHEHUAIUACT IO
npodriakTuieckoil Meauuune Munzapasa Poccun.

Hazapenko Jlwoamuna IlaBiaoBHa - npodeccop, A.M.H., 3aMECTHTEIb AUPEKTOPa IO
HAy4YHOU U Je4eOHO paboTe, pyKOBOAUTENb J1aOOPATOPUH HACJIEICTBEHHON MAaTOJIOTHH
HNUN wmeaumuuackoir reHetukw, Tomckoro HHWMIL PAH, wuynen Accoumanuu
MEJIUITMHCKUX TeHETUKOB (AMI).

HuxosaeBa ExarepuHa AJleKCaHAPOBHA- J.M.H., IJVIaBHBIII Hay4dHbIl COTPYIHHUK
OTJIeNICHHSI HACJIECTBEHHBIX U BPOXKICHHBIX 3a00JI€BaHUI C HApyIIEHUEM MICUXUKU
Hay4Ho-uccnenoBarenbckoro KIMHUYECKOTO MHCTUTYTA neauatpun uMenu akan. FO.E.
Benbtumesa 'bOY BIIO PHUMY um. H.U. IluporoBa Munsnpasa Poccuu otnena
KJIIMHUYECKOW TeHeTUKH HayuyHo-HuccneqoBaTenbCKoro  KIMHUYECKOIO0 HWHCTUTYTA
nenuarpur uMeHu akaj. FO.E. Benbtumesa ®I'AOY BO PHUMY um. H.U. [Tuporosa
Munzapasa Poccum.

IlepBynnna TarbsinHa MuxaiJIOBHA - /1.M.H., Bpau-lieiuatTp, Bpau-AeTCKUI KapAHOJIorT,
JOLIEHT Kadeapsl nenuatpun MeauuuHckoro dakynsrera CIIBIY, nupexktop nHCTUTYyTA
neauatpuu U nepunarpiorud GI'bY " HMULL um. B.A. Anmazosa.

IMeuatnukoBa Hatanbsa JleonnaoBHa- pykoBoautens ['opojackoro LleHTpa opdaHHbIx
U JpYrux penkux 3aboneBanuil y nereit u moxapoctkoB I'bY3 «Mopo3zosckas JAI'Kb
J3M».

Penmuna  Cpersana  AdanHackeBHa  —  K.M.H., Bpau-reHetuk OIBHY
"MenukoreHeTUUeCKU HayyHbId 1eHTp uM. akanemuka H.IL.boukoBa ", wunen
Poccuiickoro oOmiectBa MEIUIIMHCKMX T'€HETHKOB, YJIeH ACCOLMAIMM MEAMLHUHCKUX
TE€HETUKOB.

CmupnoBa Ouibra SIkoBJjieBHa — Bpau-reHETUK, CTAPUINI HAYYHBIA COTPYIHUK OTIENa
CTaHIAPTHU3aLMM W HM3Y4YEHUs OCHOB JoKa3arenbHOW MenuuuHael HUM nenmarpum u
oxpansl 300poBbs aeter [IKb PAH

CenrtoBa I'yaibnapa HapuMaHOBHA — K.M.H., TJIaBHBIM Bpad MeInUKO-T€HETUYECKOTO
nentpa (I'enernueckoit knmuuukn) HUU meaumuackoi reaetuku, Tomckoro HUMI]
PAH.

CrpokoBa Tarbsina BuxkTopoBHa- 1.M.H., mpodeccop PAH, 3aBenyromas oraenenuem
MEeIMATPUYECKON TacTpOIHTEpoioruu, renaroinorun u auerorepanun GI'BYH "OUI]
nuTaHus W OworexHosoruu'",", 3aBemyromas Kadenpoit «l'acTpodHTEpOJIOTHH U
nueronorun» ®I'AOY BO PHUMY um. H.U.ITuporosa Mun3zapasa Poccun.
CenumssinoBa JImmsi PoOeproBHa - K.M.H., Beaymuil HayuHblii coTpyaHuk HUUN

neauatpuu U oxpassl 370poBbs Aered [IKb PAH MunncrepctBa Hayku U BBICIIETO
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obpazoBanusi Poccuiickoit denepanuu, AoueHT kKadeapbl NeAUATPUM U JIETCKOU
pesmaronorun ®I'AOY «lepBbiit MI'MY um. U.M. CeuenoBa» Munszapasa Poccuu
(CeueHoBckuil ~ YHHBEpPCHUTET), JOLEHT Kadeapsl (aKyIbTETCKON  MeauaTpuu
neauatpudeckoro ¢akyiaprrera ®I'bOY BO «PHUMY um. H.U. ITuporora» Mun3zapasa
Poccuun, unen Coroza neguatpos Poccun.

26. Tapan Haraqus HwukosaeBHa- K.M.H., CTapuIMid HAy4YHbIA COTPYAHUK OTICIICHUS
NeUaTPUIECKON racTposHTeposoruu, remnaroioruu u auerorepanuu OI'BYH "OUIL]
nutanus u OuorexHosoruu"", accucreHt kadenper PI'AOY BO PHUMY wuwm.
H.N.IIuporosa Munsapasa Poccun.

27. ®ucenxko Anapeii IlerpoBuy4 — 1.M.H., npodeccop, 3aciaykeHHbI Bpau Poccuiickoit
Oenepaunn, gupektop OPI'AY "HanumoHalbHBIA MEAUIIMHCKUM HCCIEI0BATEIbCKUI

LEHTp 3710poBbs feTeit" Munzapasa Poccum.

IIpeacraBuresin 001eCTBEHHBIX NANMEHTCKUX OPraHU3aLMIi:
IMorocsin Hesm CepreeBHa — mpenctaBuTenb Bceepoccuiickoro oOmiectBa opQaHHBIX

3200J1€BaHN

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (PMHAHCOBOM MOJAECPKKN/KOH(PINKTA UHTEPECOB, KOTOPHIN
HE00X01MMO 00HAPO10BATb.
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IIpunoxenue A2. MeronoJiorus pa3padoTKi KJIMHHYECKHUX PEKOMEH A i

Hacrosmue pexkoMeHganuu npeaHa3HadeHbl Uil IPUMEHEHNs METULMHCKUMU OpraHU3alusIMU 1
YUPEKACHUSAMHE (peepanbHbIX, TEPPUTOPUATBHBIX M MYHHUIIMIIAJIBHBIX OPraHOB YIPaBICHHS
3paBOOXPAaHEHUEM, CHCTEM O053aTENBHOIO0 U JOOPOBOJIBHOIO MEIMIMHCKOIO CTpaxOBaHMS,
OPYTUMH  MEAWLMHCKAMH OPTaHM3aLUsAMH Pa3JIMYHBIX OPraHU3alMOHHO-IPABOBBIX (HOpM
NeSITeIbHOCTH, HAllpaBJIEHHON HAa OKa3aHUE MEIUIIUHCKON TTOMOIIH.

Hacrosmue pekoMeH1aluy ycTaHaBJIMBAOT BU/IbI, 00BEM M UHINKATOPBI KAUECTBA METULIMHCKON
[IOMOILM NAaIMEeHTaM IpU HApyLICHUSX OKHCICHMS JKUPHBIX KUCIOT U ObUIM paccMOTpeHbl 1-2
utoHd 2018 roga B pamkax HayuHo-npaktudeckoro koHrpecca «Opdannsie 601e3H1u» B Mockse.

Knuanueckue PEKOMCHAAMHU CO3AaHbl HA OCHOBAHHWH CUCTEMATHYCCKOI'O o630pa JINTEPATypPhL

1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases,
C HCIIOJIb30BAHHEM CO3JIaHHBIX IPOTOKOJIOB COBPEMEHHBIX MEXIYHAPOIHBIX KIMHUYICCKUX
PEKOMEHJANUNA 10 JTUATHOCTHKE, JICUCHUIO W BEICHUIO IAIIMCHTOB C METa0O0IMYCeCKUMHU
00JIE3HAMHU.

Hapymmenust OKUCIICHHS )KUPHBIX KHCIIOT OTHOCSTCSI K PEIKUM HACJICICTBEHHBIM 3a00JICBAHUSM,
YTO HCKIIOYAeT BO3MOXHOCTh MPOBEICHHS OOJIBIIUX KOTOPTHBIX W PaHJIOMHU3HPOBAHHBIX
KOHTPOJIMPOBAHHBIX HCCIICIOBAHUN W JUISI CO3JaHHS IPOTOKOJIIOB JHATHOCTHKH W TEPAITHN
MCIIONB3YIOTCS JIMIIb TEeMaTUYECKUE MCCIEIOBAHUS DKCIIEPTOB, OMyOIMKOBAHHBIE B TMOCJEIHUE
JIBa IECATUIICTHS.

OreHka KayecTBa JI0Ka3aTeIbCTB U CHIIBI PEKOMEHJAINI TPUMEHEHUS MEIUIIMHCKUX TeXHOJIOTHI
MIPOBOAMIIACH B COOTBETCTBHH C YHU(DUIIMPOBAHHOM IIKAJIOH, MPUBEACHHON B Tabnuiax 1-3.

IleseBasi avaiuTOpHs AaHHBIX KIMHUYECKHX PEKOMEHIAIMINA:

1. Bpauu o01ieit IpakTUKU (CEeMENHBIE BPauM);
Bpauu- neauatpsr;

Bpauu-tepanesTs;

Bpauu-renerukuy;

Bpauu-nabopaTopHble r€eHETUKH;
Bpaun-kapauonoru;

Bpan/I-IICTCKI/IC KapauoJioru;

S A o

Bpauu- neBponoru;

9. Bpaun QyHKIMOHAIEHOHM JUAaTHOCTHKHY;

10. MeauuHCKHE IICHXOJIOTH;
11. Crygentsl menuuuHckux BY30B;

12. O6yuaromuecs B OpAUHATYpE U HHTEPHATYPE.
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Tadoauua 1. Illkana onenku ypoBHeW aocToBepHOCTH gokaszarenbctB (YJ) mns mertonoB
JIMAarHOCTUKY (JIMAarHOCTUYECKUX BMEIIATEIIbCTB)

Y Pacmmugposka

1 CucremMaTudeckrie 0030pbl HCCICIOBAHUI C KOHTPOJIEM peepPEHCHBIM METOJOM UITH
CHCTEMaTHUYECKUI 0030p paHIOMU3UPOBAHHBIX KIIMHUYECKUX UCCIIETOBAHHINA C
NPUMEHEHUEM MeTa-aHaan3a

2 OTnenbHbIE UCCIIEAOBAHMS ¢ KOHTPOJIEM pe(epeHCHBIM METOAOM UJIU OT/ENIbHbIE
paHIOMU3UPOBAHHBIE KIMHUYECKUE UCCIEA0BAHNS U CUCTEMAaTUYECKUE 0030pbl
UCCIIEIOBaHMIA JTF000T0 MU3aiiHa, 32 HCKIIIOYCHUEM PaHIOMHU3HUPOBAHHBIX KIIMHUYECKUX
UCCJIEJOBaHMM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanust 63 MOCIEA0BATEIFHOTO KOHTPOJIS peepeHCHBIM METOIOM WU
HUCCIICOOBaHUA C peq)epeHCHLIM METOAOM, HE ABJIAOIINMCA HE3aBUCUMBIM OT
MCCIIETyeMOTO METO/1a MITM HEPaHJOMU3UPOBAHHBIE CPABHUTEIIBHBIE HCCIICIOBAHUS, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHHUA

4 HeCpaBHI/ITeJIBHI)Ie HCCJIICA0OBAHUS, OITMCAHUC KIMHUYCCKOTO ClIydas

5 Nmeertcs nuiib 000CHOBaHUE MEXaHU3Ma JAEUCTBUSI UM MHEHUE YKCIIEPTOB

Tadauua 2. Illxana oueHku ypoBHE#H 0cTOBepHOCTH J1oKazaTenbCcTB (Y /1) anis metonoB
PO UITAKTUKH, JICYCHHUSA U peabuaIuTanuu (MpodruIakTHIEeCKHUX, JeYeOHbIX, peaOMINTallMOHHBIX
BMEULIATEIbCTB)

YA Pacuu¢poska

1 Cuctemarnueckuit 0630p PKU ¢ npuMeHeHneM mera-aHaan3a

2 Otnenpabie PKU 1 cucrematnyeckne 0030pbl MCCIEIOBaHMM JII0O0TO MU3aifHa, 3a
nckimouennem PKH, ¢ npumenennem Mera-ananusa

3 HepaH,[[OMI/BI/IpOBaHHLIC CPaBHHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITCJ'IBHI)IG HUCCIICAOBAHUSA, OMMCAHUEC KIIMHHUYCCKOro cjiydasd HWJIN CECpHUM CIIy4acB,
HUCCICaJO0BaHUsA «CJ'Iy‘IElﬁ-KOHTpOJ'IB»

5 | NUmeercs nuib 000CHOBaHME MEXaHU3Ma JEHCTBHS BMEILIATENbCTBA (JOKIMHUYECKHE
UCCIIEIOBaHM) UM MHEHHE DKCIIEPTOB

Ta6auna 3. [llkana ouenku ypoBHel yoeautenabHocTu pekoMmenaamuii (YVYP) nns metonos
npoUIAKTUKY, AUATHOCTUKH, JIEUEHUS U peaduiuTanuu (MpouiakTH4ecKux,
JIMarHOCTUYECKUX, JTe4eOHBIX, peaOMIINTAllMOHHBIX BMEIIATEILCTB)

YYP Pacumn¢pposka

A CunpHas pekoMeHAanus (Bce paccMaTpuBaeMble KpUTEpUU 3PPEKTUBHOCTH
(Mcx0/bl) ABISAIOTCS BaKHBIMU, BCE UCCIIEOBAHNS UMEIOT BHICOKOE MIIH
YIOBJIETBOPUTENILHOE METOA0JIOTHYECKOE KaYeCTBO, X BBIBOJBI 11O
MHTEPECYIOIIMM UCXO0JIaM SIBJISIFOTCS COTJIaCOBAaHHBIMU )

B VYcnoBHas pekoMeHamus (He Bce paccMaTpuBaeMble KpUTepuu 3PGEeKTUBHOCTH
(Mcx0/bl) ABISAIOTCS BaKHBIMU, HE BCE MCCIIEI0BAHUS UMEIOT BHICOKOE HIIN
YIOBJIETBOPUTENILHOE METOA0JIOTMUYECKOE Ka4eCTBO U/UJIH UX BBIBOJBI O
MHTEPECYIOIIUM UCX0/1aM HE SIBJISIFOTCS COINIACOBAHHBIMN)
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C Crnabas pexomeHaamus (OTCYTCTBUE JOKA3aTEeIbCTB HAJICXKAIIETO KauecTBa (Bce
paccMmarpuBaeMbie Kputepur 3(H(GEKTHBHOCTH (MCXOIbI) SABIISAIOTCS HEBAXKHBIMHU,
BCE MCCIIEA0BAHMUS HUMEIOT HU3KOE METOJI0JIOTHUYECKOE KAUECTBO M UX BBIBOJIBI 110
WHTEPECYIOIIMM HCX0JIaM HE SIBJISTFOTCS COTJIACOBAHHBIMHU )

Iopsiok 00HOBIEeHNS KINHUYECKHX PEKOMEH IalUii.
MexaHu3M 0OHOBIICHUS KIIMHUYECKUX PEKOMEHAALUN TPEeTyCMaTPUBAET UX CUCTEMAaTHYECKYIO
AKTyaJIM3aLMIO — HE PEXE YEM OJIMH pa3 B TPU I'ofia, a TAK)KE IIPHU MOSBICHUN HOBBIX JAHHBIX C
MO3UIUH JI0Ka3aTeIbHOW MEAUIIMHBI 10 BOTIPOCAM JTUATHOCTUKH, JICUCHHS], TPODUIAKTUKH U
peabunuTanu KOHKPETHBIX 3a00JIeBaHMM, HATMYUKU 000CHOBAHHBIX JOMOJIHEHUH/3aMeUaHui K

panee yrBepxka€HHbIM KP, HO He yaie 1 pa3a B 6 mecsiies.
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Ipuaoxenue A3. ChnpaBouHble MAaTepHAJbl, BKJIIYasi COOTBETCTBHUE
NMOKA3aHM K NMPUMEHEHHUI0 U NMPOTUBONOKA3AHUI, CIIOCOO0B NMPUMEHEHUS U
103 JIEKAPCTBEHHBLIX  MpPeNnapaToB, MWHCTPYKUUHM 10 NPUMEHEHHIO

JIEKApCTBEHHOT0 Mpenapara

1. Ilpuka3z MunucrtepctBa 3apaBooxpanenuss PO "O6 yreepxaenun I[lopsiagka oxazaHus
MEMIMHCKON TIOMOIIM OOJBHBIM C BPOXKACHHBIMA W (WIH) HACIEACTBEHHBIMU
3a0osneBanuaMu" ot 15 HOAOps 2012 r. N 917H). DenepanpHelii 3akoH "OO6 ocHOBax
oXpaHbl 3710poBbs rpaxksian B Poccuiickoit ®deneparuu" (N 323-03 ot 21.11.2011).

2. Tlocranomnenue IlpaButensctBa P® ot 30 uronsg 1994 r. N 890 "O rocynmapcTBeHHOH
HOJJIEP)KKE DPA3BUTUS METULMHCKONH INPOMBIIUIEHHOCTH W YIYYLIEHMHM oOOecledYeHus
HACEJICHUS ¥ YUPEKJICHUH 31]paBOOXPaHEHUs JIEKaPCTBEHHBIMU CPEICTBAMHU U U3AETUIMU
MEAMIMHCKOTO Ha3HaueHUs" (C U3MEHEHUSIMU U JIOTIOJIHEHUSIMH )

3. IIpuka3 Munznpascompazsutus PO ot 22.03.2006 N 185 "O maccoBom oOcneaoBaHUU
HOBOPOXKJICHHBIX JeTel Ha HacieACTBeHHble 3a0oneBaHus (BMmecte ¢ [lonoxxeHuem 00
OpraHu3allii IpPOBEAECHUS MAacCOBOTO 0O0CIEeOBaHUS HOBOPOXKAEHHBIX JeTel Ha
HaCIIe/ICTBEHHBIE 3a0oieBaHusi, PexomenmanusMu 1o 3abopy 00pa3loB KpPOBU MpH
IIPOBEJCHUN MAacCOBOI0 OO0CII€OBAHUS HOBOPOXKJIEHHBIX JETEeld Ha HACJIEeICTBEHHBIE
3aboneBanus)"

4. Ilpuka3z MunuctepcTBa 3apaBooxpanenust Poccuiickoit @enepamnuu ot 15 nexabps 2014
r. N 834n "OG yrBepxaeHUH YHU(DUIMPOBAHHBIX (OPM MEAMIIMHCKOW OKYMEHTAIUH,
HCIIOJIb3YEMBIX B MEJUIIMHCKUX OPraHU3alMsAX, OKa3bIBAIOIIKUX MEAUIIMHCKYIO IOMOIIb B
aMOyYJIaTOPHBIX YCIIOBUSX, U OPSAJKOB IO UX 3all0JTHEHUIO".

5. Tlpuxa3 MunucrepcTBa 31paBooxpanenus Poccuiickoit deneparuu ot 20 nexkadps 2012
r. N 11778 "OO yTBepXkaeHUH MOpsAKa Aayd HHGPOPMHPOBAHHOTO JOOPOBOIBHOTO
corjiacus Ha MEIMIIMHCKOE BMEIIATEIbCTBO U OTKAa3a OT MEIUIIMHCKOIO BMENIATEIbCTBA B
OTHOIIEHUHM  OMNpEACNEeHHBIX  BUAOB  MEAMIMHCKMX  BMEMIATENbCTB,  (QOpM
MH(OPMHUPOBAHHOTO JOOPOBOJILHOTO COTJIACHSl HA MEUIIMHCKOE BMEIIATENbCTBO U (JOPM
0TKa3a OT MEAUIIMHCKOTO BMENIaTeNbCTBA" .

6. Ilpuka3 Munucrepcrsa 3npaBooxpanenus Poccuiickoin @enepanuu ot 14 saBapst 2019 r.
N 41 "OO6 yTBepKIE€HHWU NOpsAIKa HA3HAYCHUs JIEKAPCTBEHHBIX IpernaparoB, (opm
peuenTypHbIX OJIaHKOB Ha JIEKapCTBEHHBIE Mpenaparsl, Mopska opOpMIIEHHS yKa3aHHBIX
0JIaHKOB, UX y4eTa U XpaHeHus"

7. Ilpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 16 masg 2019 r. N
302H "OO0 yrBepxaenuu [Topsaka npoxoxaeHNs HECOBEPIIEHHOJIETHUMH JUCIIaHCEPHOTO
HaOJIO/IeHUsl, B TOM 4YHCJIeé B MEpHoJ OOydyeHUs W BOCHHUTAHHSA B OOpa30BaTEIbHBIX
opranuzanusx "

8. Pacnopspkenue [IpaButenscrBa P® ot 31 nexabpst 2018 r. Ne 3053-p "OO6 yrBepxaeHHH
NepevyHel MEANIIMHCKUX U3/1€TUI, UMIUIAHTUPYEMBIX B OPraHU3M Y€JI0BEKA ITPU OKa3aHUU
MEIUIIUHCKON MMOMOIIY B paMKaxX MPOrpaMMBbl rOCY1apCTBEHHBIX TapaHTUI OECIIaTHOTO
OKa3aHUs TpaxJaHaM MEIUIHMHCKOM TOMOIIM U OTIYCKaeMbIX [0 peLenTaM Ha
MEAMIMHCKUE U3/ TIPU IPeI0CTaBIeHuU Ha0opa COMAIbHBIX yCIyr"

HNudopmanus o tekapcTBeHHbIX cpeacTBax: https://grls.rosminzdrav.ru/
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OcHOBHBIC HOPMATHBHO-NIPABOBBIE AKTHI, PeryJIHpPyHOIINe 0Ka3aHHe NAJJIMATHBHOM

MeINIUHCKOM MOMOIIH

1. ®enepanbublii 3akoH "O BHeceHuu u3MeHeHH B PenepanbHbiii 3akoH "OO ocHOBax

OoXpaHbl 3J0poBbsi Tpaxaan B Poccuiickoit ®epepauuu" 1o BOmpocaM OKa3aHUs

najuinaTuBHON Menuruckor nomoru" ot 06.03.2019 Ne 18-D3.

2. Ilpuka3z MunzapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372H «O06

YTBCPKACHHUU ITOJOKCHUA 00 OpraHu3aly OKa3aHHA MaJIMaTHBHOM MC,I[PIHPIHCKOI;'I

IIOMOUIY, BKJIFOYAs MOPSAAOK B3aUMOAEHCTBUS MEAUIMHCKUX OPraHU3aLMi, OpraHU3auil

COLMAIBHOTO OOCITY)KMBAaHUS U OOIIECTBEHHBIX OOBEIMHEHUH, MHBIX HEKOMMEPUYECKUX

OpFaHHSaHHﬁ, OCYIICCTBJIAOMINX CBOIO ACATCIBHOCTD B C(bepe OXpPaHbI 310POBbLS».

3. Ilpuka3 MunzapaBa Poccun Ne 348u ot 31 mas 2019 rona «OO0 yTBepKICHUU MEPEUHS

MEIULIMHCKHUX PI3I[€JIPII7[, Npe€aAHa3HAYCHHBIX JIA MOAACPIKAHHUA OPraHoB M CHUCTEM

OopraHu3Ma 4CJIOBCKA, NPCAOCTABIIACMBIX IJId UCIIOJIB30BAHUS HA IOMY».

4. Ilpuxa3z Munzapasa Poccuu Ne 5051 ot 10 urong 2019 rona «O0 yrepxaenun [lopsinka

nepeaadn OT MEIUIUHCKOM opraHu3aluv IMMaUuCHTY (CFO 3aKOHHOMY Hpe,Z[CTaBI/ITeJ'IIO)

MEIUIUHCKUX W3AEJHA, TpeIHAa3HAYeHHBIX JUIS TOJAEpKaHUS (QYHKIUH OpPraHoB MU

CHUCTCM OpraHuimMa 4CJI0BCKa, JJId UCIIOJIb30BAHHA HAa IOMY IIPpHU OKa3aHUU MaJIAaTABHOMN

MEIUITUHCKON TOMOIIIH.

5. IIpuxaz M3 P® Ne 831 ot 3 oktsa6psa 2019 roma «O0 yTBEep>KICHHM BEIOMCTBEHHOI

eneBo mporpamMmbl  «Pa3BUTHE CHUCTEMBl OKAa3aHUS MAJUIMATUBHONM MEIMIIMHCKOMN

IIOMOIIN).

Hpoqne I/[H(l)OpMaIII/[OHHbIe peCypCbl U HOPMATHUBHO-IIPABOBLIC JTOKYMEHTLI, C

Y4€TOM KOTOPBIX pa3p360TaH1>1 KINMHUYIECCKHEC PEKOMCHAAUN

6. MexnynaponHas kinaccudukanus OOJIe3HEH, TpaBM M COCTOSHHM, BIUSAIONINX Ha

3nopoBbe (MKB — 10);

7. Ilpuxkaz M3 P® ot 20 nexabpst 2012r. Ne 1183u «OO0 yTBep>KICHHU HOMEHKJIATYPHI

JOJIKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PAaOOTHUKOBY.

8. Ilpukaz M3 P® ot 23 uronst 2010 1. Ne 541H. Enunblii KBanuQUKaMOHHBIN CIIPaBOYHUK

JOJKHOCTEN pYyKOBOJUTENEH, CIIEIMAINCTOB U CIyKaluX, pa3aen KpanupukannoHHbe

XapaKTCPUCTHUKU JOJDKHOCTEH pa6OTHHKOB B C(bepe 3APaBOOXpPaHCHU.

9. ®enepanbHblil 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHUU U3MEHEHM B cTaThio 40

®enepanbHoro 3akoHa "OO0 00s3aTeNTbHOM MEIUIIMHCKOM CTpaxoBaHHWU B Poccuiickoii

Oenepann" u DenepanbHblii 3ak0oH "OO OCHOBax OXpaHbl 3/10pOBbS TpaxkJaH B

Poccuiickoit deneparuun' mo BonpocaM KIMHUYECKUX PEKOMEH 1AL,
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10.

11.

12.

13.

14.

15.

[Tpuka3z MunznpaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBEpKICHHH MOPSIKA U
CPOKOB pa3pa0OTKH KJIMHUYECKUX PEKOMEHIAlWH, MX NEepecMOTpa, THIIOBOW (HOpMeI
KIIMHUYECKUX PEKOMEHIAIMH M TpeOOBaHWN K WX CTPYKType, COCTaBy M Hay4HOU
000CHOBAaHHOCTH, BKJIFOUAEMOM B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».

[Tpuka3 Munznpasa Poccun ot 13.10.2017 N 804n "OO yTBep:kIeHHH HOMEHKIATYPHI
MEIUIUHCKUX YCIyT".

[Ipuka3 MunuctepcTBa Tpyaa U conuaibHor 3amuThl PO ot 27 aBrycra 2019 r. n 5851
"O kiaccuuKaUAX WM KPUTEPHUSX, HUCIOJb3YEMBIX TIPH  OCYLIECTBICHUU
MEAMKOCOIMANBHON  SKCIEPTH3bl  TpaxkJaaH (QenepaqbHBIMH  TOCYJApPCTBEHHBIMHU
YUPEXKIECHUSIMU MEIUKO-COIIMATIbHOM IKCIIEPTHU3HI'";

IIpukas MuHucTEpCTBAa 3PABOOXPAHEHMS W COLMAIBHOTO pa3Butus Pocculickon
Oenepann «O  MOpSJIKE NPUMEHEHHUS JIEKApPCTBEHHBIX CPEACTB Yy OOJBHBIX IO
JKU3HEHHBIM MoKa3aHusam» ot 9 aBrycra 2005 r. Ne 494

Uudopmanmonnoe mnucbMo MunznpaBa Poccun 10 BO3MOXHOCTH — 3aKYIKH
JIEKapCTBEHHOT'O IIperapara 1o TOproBOMy HaMEHOBAHHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-
podgotovilinformatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-
potorgovomu-naimenovaniyu);

[lepeueHs crnenraaIM3upPOBAHHBIX MPOAYKTOB JIE4UEOHOTO MUTAHUS [ JIeTeH-MHBAINUI0B
Ha 2020 rox, Pacnopsixenue [IpaBurensctBa Poccuiickoit ®denepanuu ot 11 nexadps 2019

rona Ne 2984-p
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IIpuioxkenue b. AJiropuT™Mbl 1eCTBHH Bpaya

HaHI/IeHT C IIOJO3PCHUEM Ha HAPYIICHUE
MHUTOXOHAPHUAJIBHOI'O B- OKHUCJICHUSA JKUPHBIX KHCJIOT

l

Jnarnoctuka

!

Jlnaraos
MOJATBEPK/ICH

HETKoncynbTanus

Jleuenue:
B 3aBHCHMOCTH
OoT GOpMBI

MOHHUTOPUHT
1a60paTOPHBIX —
MIOKa3aTesey manueHTa
HET JA

Tepanus
s dexkTuBHA
UCIIaHCEPHOE

HpO(I)I/IJ'ILHOI“O creguaiancra
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Hpuiaoxenue B. Undopmauus A4 namueHra
METABOJIN3M U HAPYHIEHUSA OBMEHA BELHIECTB

Tepmun “merabonu3m” moapazyMmeBaeT Moj co0oil Bce MpoIecchl HEOOXOTUMBIE ISt
(YHKIMOHUPOBAHUS U Pa3BUTHUS OPIaHU3Ma, B X0/1€ KOTOPBIX 00pa3yeTcsi U pacXoayeTcs SHEPTHSL.
benkwu, )Kupbl ¥ yriieBo/ibl - OCHOBHBIE NUIIEBHIE BEIIECTBA, KOTOPbIE UCIOIb3YIOTCS B KAUECTBE
CBIPbsSI Ul CUHTE3a HOBBIX KJIETOK WJIM OKUCIISIFOTCS, IOCTABJISISI OPraHU3MY 3HEPTHIO.

ITponieccel MeTaboaM3Ma IPOUCXOAAT B YEIIOBEUECKOM OpraHU3Me exXeceKyH1HO. Jlaxe B
YCIOBUSX IIOJHOTO TIOKOS YEJIOBEK MHCIIOJIb3YyeT HEKOTOpOEe KOJIMYECTBO dHepruu. OHa
HEMPEPbIBHO TPATUTCS Ha (PU3MOJIOTUYECKUE IMPOLECCH], KOTOPble HE OCTAaHABIMBAIOTCS HU Ha
MUHYTY.

YacTth sHepruM HeoOXoauMma JUIsl MOCTPOSHHsI HOBBIX TKAaHEBBIX KOMIIOHEHTOB, JIpyras
pacxonyercssi B mpomecce (DYHKIMOHUPOBAHMS KIETOK: MPH COKPAIICHWH MBI, Tepenade
HEpBHBIX UMITYJbCOB. OcTanbHas 3HEprusi ocBoOOXKaeTcsi B Buae Terwia. s mpou3BoACTBa
SHEPrUH Mbl UCIIOJIb3YEM MIPOLYKThI IUTAHUS, & B UX OTCYTCTBUE PE3EPBHBIE 3a11aChl MUTATEIbHBIX
BEIIIECTB, IPUCYTCTBYIOIME B HALLIEM OpraHu3Me. 3a KaX/Iplii 3Tan (OMOXUMUYECKYIO pEaKIiio) B
IPOM3BOJICTBE 3HEPIrUU OTBEYAET KOHKPETHBIN O€l0oK, hepMeHT. Y KaKIOro U3 HUX €CTh CBOS
byHKIMs. DTO el KOHBEeHep XUMUYeCKHuX peakiuil. Ecnu ogun ¢pepMeHT He paboTaer, TO BCs
LIENIOYKAa OCTAHABIMBACTCS, U OpPraHU3M HE I0JIy4aeT KOHEUHBIM MPOIYKT, YTO MPHUBOJIUT K
HapyIICHUI0O METa0O0JM3Ma, Pa3BUTUIO 3a00JIEBaHUI W3 TPYIIIbl HACIEACTBEHHBIX HApYLICHUM
obmena Bemects (HBO).

METABOJIM3M )KUPOB

XKups! (Tpurnuuepusl) 3T0 COEAMHEHUST KapOOHOBBIX KUCIOT M TPEXaTOMHOTO CIUpPTa
rnepuHa. CylmecTBYIOT pa3jIMyHbIE TUIIBI )KUPOB. B 3aBUCHUMOCTH OT THMMNA JKUPHBIX KHCIOT,
KOTOpBIE MPEUMYIIECTBEHHO O0pa3yloT KHUpbI, U OT CTENEHM HEHACHIIIEHHOCTH (KOJIWYecTBa
JBOMHBIX MM TPOWHBIX CBSI3€W) KUPHBIX KHUCIIOT, PA3IMYaIOT: HACHIIICHHbIE XKUPBI (TBEPABIE) -
JKHUPBI KUBOTHBIX M MTHIl, U HEHACHIIIEHHBIE KUPbl ()KUIKUE) - OHU BCTPEYAIOTCS B OOJBIIOM
KOJINYECTBE B PACTUTENIbHBIX Macjax, Opexax MM MOPCKOil pride.

HacpliieHHbIe KUpBl CTAHOBATCS KJIFOUEBBIM HCTOYHUKOM SHEPTUH ISl OpraHu3Ma B T€X
CUTYallUsX, KOT/1a OH MOJIBEPTaeTcsl CUIIbHBIM (PU3NUEeCKUM Harpy3kaM. HeHachlleHHbIe KUPHbIE
KHCJIOTHl Yy4acTBYIOT B PEreHepaluu KIETOK M B MMMYHHOH 3amure. OJHOM M3 BaKHEMILMX
byHKLUH KHpa sBIseTcs sHepreTuyeckas. XKup obecriednBaeT BJIBoe O0JIbIIIe KaIOpuii (SHEPTHUN)
4YeM YIJIEBO/BI.
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HHUPHLIE KUCNOTHI B 2ABMCHUMOCTHA OT KONWYECTEA ATOMOB YTNEPOOA
PAINENAKOTCA HATPU TPYNNMLI:

WP (E[IA) WP (OPTAHWU3M)

I/TMHHOLEMOYEYHBIE HUPHBIE KUCMOTEl 14-24C XS SIS I I I T FFFFTIFIFITI I,

CPEAHELLENMOYEYHBIE 3MPHBIE KMCNOTEl  B8-12C C-C-C-C-C-C-C-L-CCC-C

KOPOTHOLEMOYEYHBIE HMPHBIE KMCNOTH 4-6 C C-C-C-CCC

Puc.1. Knaccudpukanus ;)KUPHBbIX KHCJIOT
B-OKUCJEHHUE KUPHBIX KUCJIOT

MUTOXOHAPHATFHOE OKHCICHHE XHPHBIX KHUCIOT - OJUH M3 TJABHBIX HCTOYHHKOB
9HEeprum, odecreuuBarommii B nepuoy ronoganus 1m0 80% ot obmeid morpedbnocTH. Korma
YPOBEHbB IIFOKO3bI CHUKAETCSI, @ 3a11aCOB TNIUKOT€Ha CTAHOBUTCS HEJOCTATOYHO, YTOOBI IOKPBITh
BCE JHEpPreThyeckue MOTPeOHOCTH (TMpH TOJOAAHUM U JJUTEIBHON (U3MuecKol Harpyske)
akTuBupyercss aunonus. [Ipoucxoaut oOpa3oBaHHE ATMHHOLETIOUYEUYHBIX >KUPHBIX KHCIOT
(C16C20) u rnuueprHa U3 3aMaceHHbIX B KMPOBOW TKAaHU TPHALMITIMLEPUHOB. Perymupyer
JIMIIONIA3 TOPMOHYYBCTBHUTEbHAS JIMIA3a, KOTOPAsi aKTHBUPYETCS] TOPMOHAMH, CEKPETUPYEMBIMHU
IPY TOJIOIAHUM U CTpecce: TIIIOKarOHOM U KOPTH30JI0M.

B nmedeHn, B MHTOXOHIpHSX, MJIET TMpolecc o00pa3oBaHUs KETOHOBBIX Tel —
MHUTOXOH/IPHATIFHOE B-OKHCIICHUE JKUPHBIX KHCIOT. KeTOHOBBIE Tensl SBISAIOTCS BaskKHEHIINM
MCTOYHUKOM 3HEPTUU JJIs TOJIOBHOTO MO3Ta.

Jnisi  B-OKHCJIEHHS KHPHBIE KHCIOTHI HEOOXOJMMO JOCTaBUTh B MHTOXOHJIPHH.
BHyTpeHHSIsI MUTOXOHApHATbHAsT MeMOpaHa HEeNpOHUIAeMa IS JUIMHHOLIETIOYEYHBIX >KUPHBIX
KHACJIOT, W OHHU IPOHUKAIOT BHYTPh C IIOMOINBIO KAapHUTHHOBOH YETHOYHOM CHCTEMBI.
KapautnH3aBucumMele (hepMEHTHI — KAPHUTHHTPAHCIIOKa3a, KAPHUTHHIATBMUTOMITPaHChepassl |
u Il - o0ecrieunBarOT MEPEHOC JITMHHOICTIOYEYHBIX KUPHBIX KUCIOT B BHJIE CIIOKHBIX Y(PHPOB
(aMIKapHUTHHOB) W3 IHTOIIa3Mbl Yepe3 HAPY)KHYI W BHYTPEHHIOO MHUTOXOHIPUAIBHYIO
MeMOpaHy B MaTpUKC MUTOXOHApH. B mporiecce okuciaeHus sKUPHBIX KUCIIOT, C KaK/IbIM I11aroM
UX LM YKOPAuUBAIOTCS, 32 KaX/IbIi 3Tal Ha 3TOM ITyTH HECET OTBETCTBEHHOCTH OIPEIeICHHBIN
bepMeHT.
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| CPT
ONUHHOUMOYeYHbI2 KHCAOThI HapHHTHH U'HTDI.U.IASMA

ANUHHOLNOYEYHBIE KHCAOThI KAPHHUTHH

ONMHHOLNOYEYHBIE KUCAOThI HApHUTHH HapHHWTHH

8. cpr2 ]

ANMHEHOUNOYENHBIE KUCAOTEL [ =) HapHMTHH

LCHAD

| CpefHELENOUEUHBIE KHCAOTEI -

MWTOXOHOPWUA

Puc.2. Cxema B-OKUCTIEHUS KUPHBIX KUCIIOT.

B yumonnasme OnuHHOYenoueunvie HCUpHvle KUCIOMbl C8A3bIBAIOMCS C KAPHUMUHOM (epMeHMOM
Kkapuumun naremumouampancgepasoti I (CPTI), obpa3sysa ayunkaprumunsl. AyuirkapHumun
Mpancnopmupyemcs pepmMeHmoM-mpancnopmepom KapHUmMuH-mpancioKa3oll

(CACT) 6 mumoxonopuu.
Ayunkapnumun cHO8a pacwjeniiaemcs epmeHmom KapuumuHn naismumourmparcgepaszou 11
(CPTII), 6bic60003cO0as KapHUmMuH, KOMOPLIL MOXCEM 6EpHYMbCA 6 KIEemKy U NOGMOPHO
ucnonvzoeamn. Kupnvie xuciomer ¢ OIUHHOU Yenvio YKOPA4UEAemcs 00 CPeOHeyenoyeyHblx
arcupnvix kuciom pepmenmamu VLCAD, LCHAD u TFTPFP. Ykopouenue dcuphvix Kuciom

Ha3vl8aemcs f-oKucienuem
HAPYHIEHUSA -OKUCJIEHUSA JKUPHBIX KUCJIOT

[Tpu HETOCTaTOYHOCTH (PEPMEHTOB, KOTOPHIE TOMOTAIOT >KUPHBIM KUCJIOTaM MPOHUKHYTh
B MUTOXOHJPUU (TO MECTO T HJET CUHTE3 HYXHBIX HAlleMy OPraHH3MYy KETOHOBBIX Tel), U
neguuute (HepMEHTOB, KOTOPBIE PACHICTIISAIOT KUPHBIE KHUCIOTHI MPOUCXOIUT OJOKHMpPOBAHUE
(MU pe3Kkoe CHUKEHHE) MUTOXOHAPUATIBHOIO B-OKHUCIEHMS, 4YTO 3aCTaBisieT Hall OpPraHu3M
UCKaTh aJbTEPHATUBHBIE MYTH YTUJIU3ALUU KUPHBIX KUCIOT, U 3TO NMPUBOAUT K HAKOIUICHUIO
TOKCHYECKHUX BEIECTB, KOTOPBIE OKA3bIBAIOT HEOIArONPUATHOE BO3ICHCTBHE HA TKAHHU T'OJIOBHOT'O
MO3ra, Cep/La, IEYEHHU U JIp.
B HOpMe aKkTHBaIusi MUTOXOHAPHAIBEHOTO B-OKUCIIEHUE KUPHBIX KHCIIOT, 3TO (PU3HOJIOTHYECKast
peakuus opraHu3Ma Ha TOJOJaHHe WM U30BITOYHOE TIOCTYIUIEHHE JKUPHOW MHIIH,
MH(EKIMOHHBIA MPOLECC U MOBBIIIEHHYIO (U3NYECKYIO (C BHICOKOM MBIIIEYHOW aKTHMBHOCTBIO)
WJIM 3MOLMOHAIBHYIO Harpy3Kky. Ho nmpu nartonoruu (HapylmeHUH Iporecca OKUCIEHUS KUPHBIX
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KHCTIOT).  OTO BeleT K MeTabOIMYeCKOMY alHI03y, THICPAMMOHHEMHH, YCYTYOJICHUIO
TUTIOTJIMKEMUH, TTOPAXKCHUIO BHYTPECHHUX OPTaHOB.

meTabonuuecKia

aumaos,
HapylweHMe oKMcneHu1sa

(nocTynaroT ¢ nueid)

OKMCINEHME KIAPHBIX KACTIOT

FUNOrNIUKEMMS,
& HUPHBIX KWCNOT
) FUNEPAMMOHUEMIS,
) AT
25 >¢> nopaxeHue

-rJ -

4

3HAOTeHHbIE KPLI
(#11pbI Opraqi3ma)

BHYTPEHHUX OpraHoB

Puc.3. Cxema B-OKHCIIEHUS )KUPHBIX KUCIOT B HOPME U NP MAaTOJIOTHH

KJIACCU®PUKAIIAA HAPYHNIEHHUW 3-OKHCJIIEHUA KHUPHBIX KHCJIOT H
TPAHCIIOPTA KAPHUTHUHA

N3BectHO Oonee 15 paznuuHbiXx (OpM HapylIEeHUH MHUTOXOHAPHAIBHOIO B-OKHUCJIECHHE
KHUPHBIX KUCIIOT. Bce OHM CBsA3aHBI ¢ HapyIIeHWEM OeJIKOB WK (PePMEHTOB, KOTOPbIE Yy4aCTBYIOT
B MeTabonIMu3Me KUPHBIX KUCIOT. [lockonbKy Ha3zBaHus (PEPMEHTOB OUEHb JJIMHHBIE U CIIOXKHBIE,
IPUHSTO HCIOJIb30BaTh COKpAIlEHHYI0 a00peBHaTypy, aHTJIMHCKYI0 WIH PYCCKYIO (B PYCCKHX
CTaThAX U KHUTAX).

—

. Hapymenue TpancnopTa :KHpPHBIX KHCJIOT

o IlepBuunsblii ne¢punurt kapautTuHa (ren SLC22A45)
KimHndeckue mposiBIeHUS: KapJUOMHUONATHs, apUTMUs, CEpledyHas HEAOCTaTOYHOCTD,
MBIIIEYHast c1a00CTh, MOPAKEHUE EYESHH.

e Kapuurun nansmuroniarpancpepassl 1 nepunur (rew CPT I)
KnuHuueckue nposiBIEHHS: TsDKENOE MOpaKCHHWE IMEeYeHHU, HapylleHue ee (yHKIIHUH,
XOJIECTA3.

e Kapuutun tpanciaokassl neguuut (ren SLC25A20)
KimHnyeckue nposiBieHus: TsKenas KapAUMHOINIATUs, ApUTMUH, TIOPAYKEHUE TTEUEHHU.

e Kapuurun nassmutounsrpanchepasnl 2 nepunur (ren CPTII)

86



[\

Knuauyeckne nposiBIEHUS: TNpH paHHeH MaHudectanun (HeoHaTaidbHas ¢opma)
KapAMOMUONATHs, TOPAKEHNUE NIEUECHH.

[To3nusiss MaHugecTanus, y B3pOChbix, Oonee Msrkas ¢opma, TpOsIBISETCS SMH30JaMH
MBILIEYHOH CIa00CTH, TPYJHOCTSIMH IIPH BBIIIOJIHEHUHU (PU3NUECKONW HArpy3KH.

. HapyuieHue B-OKHCJIEHUS SKUPHBIX KHCJIOT

Koporkouenoueunoii anmi-KoA peruaporenasst nepuuurt (SCAD) (ren ACADS):
0OBIYHO MPOTEKAET OECCUMITOMHO.

Cpennenenovyeunoii anmia-KoA permaporenasnol nepuunur MCAD (ren ACADM)
Knunuueckue nposiBieHus: MOXKET MaHU(EeCTUPOBATh B JIIOOOM BO3pacTte, MPOsBISETCS
OBICTPO MPOrPECCUPYIOLIUM METAO0IUYECKUM KPU30M IOCIE JIUTEIBHOTIO TOJO0JaHUs
Wi GU3NYECKON HArpy3ku. TOIIHOTA, PBOTA, YACTO MPU HOPMATHLHOM YPOBHE TITFOKO3HI
B KpoBH. [Ipu OTCYTCTBUU Tepanmuu MOXET MPUBECTU K CYJOpOTraM, KOME€ U OCTAaHOBKE
cepaua.

MHuoxecTBeHHbIN qe¢uunT anuia-KoA geruaporenas — rioyraposas anuaypust tam I
(ren ETFA)

Knunuueckue mposiBieHUsT OYeHb Pa3HOOOpa3HbI: MOPOKU Pa3BUTHS T'OJOBHOTO MO3Ta,
KHCTO3Hasl 00JI€3Hb TIOYEK, TUITOTIIMKEMUS, alli103, SITAJICTICHS, Kap JUMHOIIATHSI.
MHuTOXOHAPHATBLHOIO TPU(PYHKIHOHAJIBHOIO Oesika AeguuuT MTP)
AJauHHOUeno4edHou ruapokcui-KoA neruaporenassl nepuuut (LCHAD) (ren
HADHA)

Knunuueckue nposiBiieHus: paHHAs MaHU(decTalusl, MOXKET BKJIIOYaTh KapAUOMHUIIATHIO,
HapylIeHue padoThl EUEHHU, MBIIICUHYIO CIa00CTh, HEHPONATHIO, PETUHOIATHIO.

Ou4enb pummHHONeno4YeyHoi anuia-KoA nermaporenassl nepunur VLCAD (ren
ACADVL)

Knunudeckne mposBIEHUs: JNaHHOE 3a00JieBaHUE BAaphUPYET OT YMEpPEHHBIX, ciado
BBIPOKEHHBIX CHMIITOMOB y OJHHUX, 0 0oJjiee Cephe3HbIX Mpobiem y apyrux. Ilepseie
CUMIITOMBI MOTYT TPOSIBUTHCS KaK C POXKACHHUS, TaK U YK€ BO B3POCION >KHU3HHU.
Muanenueckasi popma - Oonee Tskenas, nporekaer kak LCHAD, manudgectupyer
MEXAY pOXACHHEM U 4 MecsllaMu, MOXKET BKIHYaTh KApJAUOMHUIIATHIO, HAPYIICHHE
paboThI IEYEHU, MBIIIIEUYHYIO CIa00CTh, HEHPONATHIO, PETHHOIATHIO

Jetckasi popMa - CUMIITOMBI OOBIYHO TIOSIBIISIFOTCS] B pAHHEM JIETCKOM BO3pacTe, 0OBIYHO
MPOBOLIMPYIOTCA OO0JIE3HBIO WM TIEPHOJIOM JUIMTEIBHOTO rosojanus. [IposBusitorcs
CUMIOTOMaMHU THIOTJIMKEMUH U METa0OIMYeCKUM KpHU30M. Tak ke MOXKET BKIIYaTh
CIeyIoIIUe TPU3HAKU: TenaTOMETralliio, MBIIIEYHYI0 CJIa00CTh, OCOOEHHO TMOCIe
BBIpaXEHHOW (hU3MUYECKON Harpy3ku. [latonoruu co CTOPOHBI cepAla Ipu JAHHOM THIIE
00BIYHO HE HaOMIoAaeTcs. Y HEKOTOPhIX JETeH CHUMITOMBI JaHHOTO 3a00JIEBaHMS
BBIPaXXEHBl HACTOJIBKO C€J1a00, YTO pacHO3HAIOTCS TOJIBKO MOCIE MOCTAaHOBKH JUArHo3a
OpaTy uiu cecTpe.

IMo3nuss (B3pociaasi) ¢opma - KIWHUYECKHE MpOsiBICHHs: padaomuonus. IlepBbie
CHMIITOMBI HAaYWHAIOT TMPOSIBIATHCA B MOJAPOCTKOBOM HIIA YK€ BO B3POCIOM BO3pacTe.
[TostBnsieTcst oO1ast MeleyHast c1aboCTh, KOTOpasi CTAHOBUTCS MPOJAOHKUTEIIBHON, O0J1ee
BBIpOKEHHAS TOCie (U3UYECKUX HArpy3oK. MplmedHas ciadoCcTh COMPOBOXKIACTCS
00JIe3HEHHOCTHI0, CyIOpOTaMU. MOXKET MOSBUTHCS KPACHOBATOKOPUYHEBBIN 1BET MOYH.
[Tpu nanHOM THIIE, O€3 JIEYCHHUS] MOKET Pa3BUTHCA MOYEUHAs HEIOCTATOYHOCTh. OJTHAKO
poOJEMBI C CepIleM U METa0OJIMYECKU KpHU3 HE XapaKTEpHBI I JaHHOW (HOpMBI U
YPOBEHB TIIIOKO3bI B KPOBH OCTAE€TCS OTHOCUTENIBHO CTA0MIIbHBIM.
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o HMG- KoA cunrassl gepunut (ret HMGCS2)
Knunudeckue mposiBICHHS: OCTpasi TMIIOKETOTUYECKAsl TUIIOTJIMKEMHUS, OTHOCUTEIBHO
HU3Kas IEPEHOCUMOCTh TOJIOJIAaHUS.

e HMG- KoA ima3sl ne¢puunt (redk HMGCL)
Kimandeckue mposiBICHUS: OCTpasi THIIOKETOTHYECKAsk TUITOTJIMKEMHUS, METaO0TMIeCKUuit
alua03, IOpaXXEeHUE NEYCHHU.

IF’EHETUYECKHUE TIPUYUHBI HAPYIIEHUSI OKUCJIEHUA )KUPHBIX KHUCJIOT

I'ensl npeacTaBisiroT co60it mocnenoBareabHOCTh JJHK 1 B HUX 3anMicanbl HHCTPYKITUH IO
«mpuroroBienuto» 6enxkoB u PHK. T'ensl Haxomsarcs B XpoMocomax. Y uenoBeka 23 mapsl
XPOMOCOM, OJIHY M3 XPOMOCOM C COOTBETCTBYIOIIIMM Ha0OpOM I'€HOB OH HACIEAYET OT MaTepH,
BTOPYIO OT OTIA. Elle ecTh JIBe MOJOBBIE XPOMOCOMBI, KOTOPBIE ONPEACIAIOT PO peOeHKa — Y
JIEBOYEK JBE X-XpPOMOCOMBI, @ Yy MaJIbYUKOB O7HAa X U OJHA Y -XPOMOCOMBI.

Bce 3aboneBanust U3 1aHHOW TPYMIBI HACIEAYIOTCS IO AyTOCOMHO-PELIECCUBHOMY THITY.
DTO 3HAYUT, 4TO 00a POIUTENS SBJISIOTCS HOCUTEISIMUA MYTalluM, HO HE OOJICIOT, T.K. Y HUX €CTh
BTOpasi KOMUs 3I0pOBOro reHa. Puck poxaenus 601pHOro pebeHka B JaHHOM CITy4ae COCTaBISIET
25%. bonbHO# peOeHOK HAacleAyeT OJIHY KOMUIO “O0JIbHOTO” TeHa OT OTIa U OJIHYy— OT MaTepH.
3a0osieBaHre MTPOSBISETCS TOJIBKO B Cllydae HajdW4us JBYX KOMUN TMOBPEXKIECHHOTO TeHa.
MapYuKH B IEBOYKHU OOJICIOT ¢ OJUHAKOBOI Y4aCTOTOM.

Oteu-HocuTenNb MaTtb-HOoCHUTENBHULA

@ @ @ @
SER A AR AN
¢4 L 94 ¥4 %4
3poposbie 25% Hocutenu (reteposurotsl) 50% bonbHble 25%

Puc.4. Cxema ayTOCOMHO-PELIECCUBHOIO TUIIA HACIIEI0BAHUS
JIMATHOCTHUKA HAPYIIEHUH OKUCJIEHUA )KUPHBIX KHCJIOT

OCHOBHBIMU METOJaMHU JUArHOCTUKH ATOH TpyHIbl 00Je3Hel ABIAI0TCA OMOXUMUYECKHE
tecThl. IlpoBomaT ompeneneHue  alMIKApHUTHHOB B KPOBH  METOAOM  TaHJAEMHOM
MacCcCIeKTPOMETPHH.

IIpu passHeix ¢Qopmax 3abosieBaHUil HaOMIONACTCA TOBBILICHHE OMpPEIENCHHbBIX
AIWJIKapHUTUHOB.

AUMIKapHUTHHBI 0003Ha4ar0T OykBaMu ¢ (PO, KOTopas yKa3bIBaeT Ha YHCIIO aTOMOB
yriaepoja B JaHHOM COEMHEHUH, Apyrue 0003HaYeHUsI OTHOCSATCS K HAJIMYMIO JBOMHBIX CBSI3EH,
THJIPOKUCIBHOM Tpynmsl W T.A. Takke pa3paboTaHbl METOABI OINpPENENIeHUs AaKTUBHOCTH
(bepMeHTOB, HO X MPOBOAAT OUEHb HEOOJIBILIOE YHCIIO JIAOOPATOPUIT BO BCEM MUPE U UX CIIEIyeT
pPEKOMEH10BaTh, eciu B pe3yibrare JIHK-nmuarnoctuku He ynaaocs 0OHapyKUTh MyTaIliH B TEHE.
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Tabnuua 1. CootBercTBHE MEXKIY HekoTopeiMu FAOD u

W3MEHEHUSAMHU YPOBHEH allMJIKAPHUTHHOB
HN3meHnenne I'pynna anuikapHUTHHOB 3aboieBanne
ANWJIKAPHUTHHOB
CiotClo:1 1 C61 Cpennerniernoyevnbie Henocratrounocts cpenHerenoyeyHon
C81 ALUJIKAPHUTHHBI ai-KoA neruaporeHasbl
Cl4 1t Cl4:11 Cl14:21 JInuHHOUETIOLICYHbIE Henocrarounocts 0ueHb
Cl6:1 1 AUWJIKAPHUTHUHBI U IIMHHOLerToueuHoi anmia-KoA
HEHACBIIICHHbBIE JIeTUIPOTeHAa3bI
JUTMHHOIIETIOYEUHbIE
AIUIKAPHUTHHBI
C160H7,C180H i JInuHHOLIeTIOLIEYHbIE HenocTaTtouyHOCTH ATMHHOIECIIOYEUHOM
C18:10H1,C16:10H 1 | aunmnkapHATHHBI coaepxaiiue | 3-ruapokcuanmi-KoA neruaporeHasbl
TUAPOKCHIIBHYIO TPYIIITY (AT AL
Co O CB0oOOAHBIN KAPHUTUH [IepBuyHas HEIOCTATOYHOCTD
KapHUTUHA

JHK-IUATHOCTHUKA

BoisiBUTH MyTanuio (II0JIOMKY) B T€HE MOYKHO MOJIEKYJISIPHO-T€HETUYECKUM METO/I0M, JUIs
storo npoBoautcs JHK-nuarnoctuka. OpHako, ObIBalOT ciay4yau, KOrJa MYTalUI0 HalTH C
IIPUMEHEHUEM CTAaHJIApPTHBIX METOAOB HE ynaercd. Toraa Bpayu IpU IOCTAHOBKE JUArHosa
OPUEHTUPYIOTCS HAa KIIMHUYECKUE CUMIITOMBI U OMOXUMHUYECKHE U3MEHEHUS.
Ecnu MyTtanum HailieHBI 3TO JAa€T BO3MOXHOCTb OIPENEINTh HOCUTENIEH B CEMBbE M NPOBECTH
MpEeHATaIbHYIO U/UIU MPEUMIUIAHTAlMOHHYIO JUATHOCTHKY.

MOI'YT JIM APYT'HME YWIEHBI CEMbHU 3ABOJIETH WU BBITb HOCUTEJISIMU?
Bbpatbs u cectpsl 601bHOTO pebeHKa, MOTYT ObITH OOJIBHBIMU, 1K€ €CIM Y HUX HA MOMEHT
JUArHOCTHKHU 4YIEHOB CEMbHM HE ObLIO CUMNTOMOB. B naHHOM ciydae HEOOXOJIMMO IPOBECTH
JIMarHOCTHKY, 4TOOBI KaK MO>KHO paHbllle HayaTh Tepanuio U n30exaTh OCI0KHEeHUH. Taxke oHn
MOTYT OBITh HOCUTENISIMHU, KaK X poauTenu. UTo kacaeTcs APYrux WIEHOB CEMbU, TO UM Ba)KHO
COOOIIUTDH, YTO OHU MOTYT OBITh HOCUTEISIMH. DTO 3HAUUT, YTO U y HUX €CTh PUCK POXKACHUS
pebeHKa ¢ JaHHBIM 3a00JIEBaHHEM.
Ecnu B cembe yxke ecTb OJJMH peOeHOK ¢ HapyIIEHUEM OKUCIICHUS )KUPHBIX KHCIIOT, KOT/1a Y HETO
poxiaeTcs Opat WK cecTpa, Hy>KHO MPOBECTH HEMEJICHHYIO JUarHOCTHKY, Ha HAJTMYUE JAHHOTO
3a0o0JeBaHus, YTOOBl HAYaTh CBOEBPEMEHHYIO TEPAIHIO.

OCOBEHHOCTHU TEYEHHUA 3ABOJIEBAHUN

3aboseBaHus U3 ATOM TPYNIBI MOTYT HAUUHATHCS B JTIOOOM BO3pPACTE - C TIEPBBIX JHEH U
AK€ 4acoB JKU3HH, B TEPBbIC MECALBI WM TMPOSBUTCS TOJBKO B JIETCKOM BO3pacTe WM y
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noapoctkoB. Bee 3aBucHuT OT hopMbl O0JI€3HHU, TSHKECTH MYTAIlMM M BHEIIHUX (PaKTOPOB (Kak
4acTo peOeHKa KOPMST, KaK 4acTO OH OOJIeeT U T.J).

Jns HexoTopbix (hopM Oosee XapaKkTEpHO IMOPAKECHUE MBIIIEYHOW CUCTEMBI, I APYTUX -
cepeyHOl MbIIIBL. HekoTopeie 3a00ieBaHus MPOTEKAIOT MPEUMYIIECTBEHHO C MOPaKCHHUEM
IIEYCHHU U C Pa3BUTHEM META00INYECKUX KPU30B C TUIIOTIIUKEMHUEH.

Metabonuueckue KpU3bl - OYCHb OMAcHbl. MIMEHHO B 3TOT MEpPHOA MOTYT Pa3BUTHCA
HEoOpaTHMbIE TIOBPEXKICHUS TOJOBHOTO MO3ra, KOTOPBIA KpailHe HYXIAaeTcs B MOCTYIUICHUH
MeTabO0JIMYeCKON PHEPruH B BHIE TIIIOKO3Bl WIIM KETOHOBBIX Tesl. Eciam mpu MHOTHUX Jpyrux
HACJIEJCTBEHHBIX HApyIICHHsX OOMEHa BEIIECTB, CONPOBOXKIAIOUIMXCS THUIIOTIMKEMHUEH
(HanmpuMep, HapyIIEHUSIX 0OMEHa TIIMKOTeHa) HaOJII0JaeTCsl BRICOKHI YPOBEHb KETOHOBBIX TEI U
MO3T MOXET I0JTy4aTh SHEPTHIO 3a CYET UX METa0O0IM3Ma, IPU HAPYILICHHUSIX OKHCICHHS KUPHBIX
KHCJIOT YPOBEHb KETOHOBBIX TeNl HU3KUN, TOITOMY IOBPEkKACHUE TOJIOBHOI'O MO3Ta pPa3BUBACTCA
O4YCHBb OBICTPO.

OBPA3 )KU3HU, EXXEJTHEBHAS TEPAIIUA U JUETA

Jlonarocpoynas Tepanus B JaHHOH rpyme 3a001eBaHui - 3TO AUETOTEPaIIus.
Lenu:
e HopmanbHOe (PU3MUECKOE U HHTEIUICKTYAIbHOE Pa3BUTHE.
e [IpubaBka B Bece U POCTE, B COOTBETCTBUE C BO3PACTOM.
o JlpenynpexjeHne XapaKTepHbIX CHUMIITOMOB, HAalpUMEp MBILIIEYHOW OOJIM, MBIIIEYHON
cJ1a00CTH.
[TpenoTBpaleHre ONAaCHBIX MPOSIBICHUMN, TAKUX KAaK MOBPEXKJIEHUE CEPACUHOMN MBIIIIIBI.
[Ipenynpexnenue KaTabOONMUECKUX CUTyallUHd, KOTOpble MOTYT TMPHUBECTH K
METa0OIMUECKUM KpU3aM C TUTIIOTJIMKEMHUEH U pa3pyIeHHIO MBIIIEYHbIX KIETOK.

JInst mocTHKEHUS STUX 1IeTIel TueToTepanus 10JKHA OTBEYATh CIeAYIONINM TPEOOBaHUSAM:

e (OecreunBaTh aJeKBaTHOE TMOTpeOJieHHEe OeldKa B COOTBETCTBUE C BO3PACTOM U
HOTPEOHOCTHIO.
ObecneunBaTh HE3aMEHUMBIMU KUPHBIMH KHCIOTaAMU, BUTAMUHAMHU M MUHEpaJaMHu.
MOKPBIBATh YHEPro3aTpaThl.
N36erath IUTENBHBIX TIEPUOIOB TOJOJAHUS
OrpannuuBaTh NOTPEOJICHHUE JKUPHBIX KUCIIOT C IJTUHHOM IIEMNBIO.

Co0O0TBETCTBOBATh BKYCY, BO3pacTy H HOTpe6HOCT}IM pe6eHKa. e Iloaxomuths nJIsd
MMOBCEOHEBHOM KM3HU.

3a0osieBaHus1, IPU KOTOPBIX IHETA HE UCNOJIb3YeTCH:

e [lepBuuHBIi JePUINUT KAPHUTHHA
e Kopotkorenoueunoit anun-KoA nerunporenasst ne¢uut (SCAD)
e Cpennenenoueynoi anuin-KoA nerunporenasst nepunur MCAD

3a0osieBaHusl, IPU KOTOPBIX MCIOJIb3yeTCs AUETOTEPAIHS:
e Kapuutus nansmutowntpanchepasst 1 gedpunut (CPTI)
o Kapuutun nansmutonnTpancdepassl 2 nepunut (CPTII)
e MuTtoxoHapuaIbHOTO TpU(yHKIIMOHATBHOTO Oenka aeunut (MTP) nmuHHOIIETOUEYHOM
ruapokcmi-KoA neruaporenasst aedunut (LCHAD)
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Ouensp pnuHHONETIOUEHHOM armii-KoA neruaporenasst aepunur (VLCAD)
MHuoxectBeHHBIN Aedunut aimi-KoA neruaporenas

HMG- KoA cunTassl gedunur

HMG- KoA nua3ssl gehunur

—

. YMepeHHOe OrpaHUYeHHe )KUPa B pallMoHe:
Kapuutun nansmutonntpancdepasst 1 nedpunut

2. YMepeHHOe WIH 3HAYUTEIbH0Ee CHUKEHHE 'KUPA B PAllHOHE:

e KapHuTHH najibMUTOMITpaHchepassbl 2 nehuuT
e QueHr QIUHHOLEIIOYEYHOH anmi-KoA JIETUIPOTeHAa3bl neduIuT
VLCAD

(6eccummnToMHas popma)
e MHoXecTBeHHBIH neduuut anuia-KoA aeruaporenas

3. 3HayuTe/bHOE CHUKeHHE KuUpa ¢ ucnoab3oBanueM MCT (cpeaHeneno4eyHbIX
TPUTJIMLIEPHUIOB)+HOUYHbIE KOPMJIEHHS:

e MuTOXOHIpHaNEHOTO TPUPYHKIIMOHATBHOTO Oenka gepuut (MTP) nnuHHOIIEmOYeUHOM
ruapokcmi-KoA neruaporenasst nedurur (LCHAD)

e Ouenp JMHHOLENOYe4YHOH auun-KoA nerunporenassl nepuuut VLCAD

Tabauna 2. MakcuMaJbHbIH MEPUOJ I0J1012a B 3aBUCMMOCTH OT BO3pacra:

BO3pacTt IMpueM nuum

0-4nen. Kaxnpie 3 yaca, Bki1to4ast HOUHOM MepUOJ

< 6mec Kaxnpie 4 yaca, BKkIItouast HOYHOM Mepruoj

6-12mec. Kaxnpie 4 yaca, HOUHOI TIEpephIB 6 YaCOB.

12mec-3r. Kaxnpie 4 waca, Houno#t nepepsiB 10 (12)
4acoB

>41. Kaxnpie 4 yaca, HouHoil nepepsiB 10 (12)
4acoB

Buumanue! B Tabnuipl npuBeieHbl YCpETHEHHbIE HHTEPBAJIbl MEX/1y MPUEMOM MUIIIH.
WHTepBansl MEK1y IPUEMAMHU MUILH B THEBHBIE YaChl U HOYHBIE ITEPEPBIBBI MEXKTY
KOPMJICHUSIMU YCTAHABJIMBAIOTCS UHAUBUIYAJIbHO, B 3aBUCUMOCTH OT YPOBHS TNIMKEMUMU.

Tabauna 3. CpenHecyTouHble HOPMBbI (PM3MOJIOTHYECKHX NMOTPeOHOCTEH B JHEPruM AJs
nereil corinacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bo3zpacr (mec.) JHeprus JHeprust
(kKkaJua/kr) (kKaJu/kr)
MYIK KeH

0-1 113 107

1-2 104 101

91




2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (1.)

1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 453
16-17 51,6 44 4
17-18 50,3 44,1

Juerorepanusi npu 0ecCHMNTOMHON GopMe HeIOCTATOYHOCTH OYeHb NJIHHHOLENOYEeYHOI
anui-KoA nermaporenassl (VLCAD):

e (0-4mec. — 50% rpyanoro momoka + 50% crnennanuzupoBanHoe nmutanue ¢ MCT e >4wmec.
— yMepeHHoe cokpaienue xupa 10 30% sHeprun oT olmiero kanopaxka, u3 Hux 10-15%
3a cueT MCT, 3-4% 3a cueT He3aMEHUMBIX KUPHBIX KACIIOT.

Juerorepanusi npu HEJOCTATOYHOCTH OYeHb JIMHHoOmenmodeyHor anmia-KoA
peruaporenassl (VLCAD) ¢ panHeii  MaHudecrammeii ¥ HeJOCTATOYHOCTH
MHUTOXOH/APHAIBLHOIO TPUPYHKIHOHAJIBHOI'O Oesika (MTP) HEe0CTATOYHOCTH

AJIMHHOUeno4YedHou ruapokcni-KoA neruaporenassl (LCHAD):

o (-4mec — 100% cneunanmmzupoBanHoe nutanue ¢ MCT
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e >4mec. — cokpamieHue xupa 10 25-30% suepruu ot odmiero kamopaxa, 20-25% u3 Hux 3a
cuer MCT, 3-4% 3a cyer HE3aMEHHMMBIX >KUPHBIX KUCIOT. CHU3UTH NOTpeOiieHue
JJIMHHOLCTIOYCYHBIX KUPHBIX KHCJIOT MAKCUMAJIbHO Ha CKOJIbBKO BO3MOKHO. I[J'IH BCEX
THIIOB: U30eraTb KaTadoJn4YecKux curyanui!!!

ITPUMEP PACYHETA JUETbHI

Pacuer querts! st peGeHKa ¢ AMArHO30M: HETOCTATOYHOCTD ITTMHHOLENOYEUHON THAPOKCUIK0A
neruaporenassl (LCHAD): Bo3pacr 1,5rona, Bec 10kr.

JHeprus:
B 1,5 roga cyrouHas KanopuiHOCTb parroHa cocTaBiseT 90KKan/Kr/cyT, CleqoBaTesIbHO, Ball
pebenok gomkeH nonyduts 10 x 90 = 900 kkai B CyTKH.

Kupsbr:
25% sHepruu A0HKHBI 00€CIICUNBATh JKUPHI.
It xupa — 310 9 Kanopuii (Kxan)

Hcxons u3 3Tor0, peOCHOK JOIDKEH MOTYyYHUTh:
Kupst (r/cyt) =25% x 900/9/100% = 25r. xupa B CyTKH.

20% OHEPTHUU NOJIZKHBI 06CCHCLII/IB3.TB JKUPHBIC KHCIIOTBI CO cpez[HeIZ OC1bIO, CICAOBATCIIBHO!:
MCT(r/eyT) = 20% x 900/9/100% = 20r. MCT B cyTKH.

[TomygaeTcs, 9TO Ha JOJIIO JKUPOB C JUIMHHOM IEMBIO MPUXOAUTCS TOIBKO: 25T — 20r = 5T. B
CYTKH.

3-4% sHepruu Mbl JOJKHBI 00ECTIEUHUTH 3a CUeT He3aMeHUMBbIX KHUPHBIX kucaoT (ITHXK).

Cuuraem:
IMHXK (r/cyT) = 3% x 900/9/100% = 3r B cyTKH

beaxu:
Ir. 6enka — 3To 4 kamopwmii (Kkan)

[Ipu HemoctatroyHOCTH OYeHb IUMHHONEenoueyHo ammi-KoA perunporenasst (VLCAD) c
paHHeil  MaHuWdecTanMed U HEJOCTATOYHOCTH  IMHHOLICTIOUEYHOW  ruApokcui-KoA
nerunaporenassl (LCHAD) Gornee 1ienecoodpas3Ha queTa ¢ MOBBIIIEHHBIM COJIEpKaHueM Oenka
1,5-2,5r/xr/cyT.

B npuBenenHoM Bhile npumMepe pedeHKy BecoM 10Kr cyTouHast HOTpeOHOCTD B OEJIKE COCTaBIISIET:
15-25r.

Benox 2 r/kr/cyt — 3710 20T, B IpOLIEHTaX OT OOIIEro Kajopaxa 3To:

benxu (%) =4 x 20/900 x 100% = 9%

Yriesoasr:
Ir. yrneBonoB — 310 4 xanopuii (Kxai)
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W Tak MBI TOCYUTAJIH, YTO CYTOUHAS KAJIOPUHHOCTH palioHa y Hamero pedenka 900kkan, u3 HuxX
25% sHepruu obecreunBaroT KUPbl, 9% OEIKH, OCTaBUIYIOCS YHEPTUIO MBI JOJKHBI TOKPHITH 32
CUeT YIJIEBOJIOB!

100% -25% -8%= 66%
[lepeBoauM B rpaMMBl:

YraeBoasl (r/cyt) = 66% x 900/4/100% =148r.

INOJIMHEHACBIINEHHBIE HE3AMEHUMBIE KUPHBIE KUCJIOTBI (ITHKK)

Cymectyer 2 Buna [THXKK: omera-3, omera-6 .

[MHXXK 3anumarorT OOJBIIYIO YacTh COCTaBa 3alllUTHOW MeMOpaHbl (000J0UYKH) JE000H
kieTkr. OpranusM CrocoOeH MpeoOpa3OBhIBATH KUPHBIE KUCIOTHI OJHOTO KJlacca B JPYroi, HO
HE CII0COOEH CMHTE3UpOBaTh 00a Kilacca U3 0oJiee MPOCThIX BELIECTB, IOITOMY OHM 0053aTEIbHO
JIOJDKHBI IPUCYTCTBOBATH B MUILE, 10JOOHO MUKPOAJIEMEHTaM.

B namewm opranusme ITHXXK nmeror colicTBa B 3TUX k€ 000J109KaX OOHOBIATHCS IO
Mepe TOro, KaK KJIETKa MPOXOAUT CBOM €CTECTBEHHBIN JKU3HEHHBIN IIUKIL.

Opranusm Bcerza UCIoJib3yeT T€ KUPHBIE KUCIOThI, KOTOPbIE €CTh B HATMYUU. FIMEHHO 1o3TOMY
nenecooOpasHo, Bkiounth B paunoH ITHXKK kmacca omera-3 u omera -6 B NpaBHWIIBHOM
COOTHOILICHUE.

Owmera -3: AJIK (Anbda-nunonenoBas kuciora), JII'K (moxo3arekcaenosas kuciota) u IIIK
(MiKO3aneHTaeHoBast KUCIIOTA).

Owmera — 6: 1MHONEBas KUCJIOTA, apaXUIOHOBasE KUCIIOTA.

Tab6auna 4. ITHKK npn HU3K0KUPOBOI 1MeTe, ONITHMAIbHOE COOTHOLLICHHE:

Bo3zpacrt Owmera-6 Owmera-3 Oomas Owmera-6: | Omera-6 Owmera-3
(% ot (%ot cymma (% | Omera-3 (r/eyT) (r/eyT)
Jeprum) JHEPIHH) oT
JHEePrum)
0-<4mec. 4,0 0,5 4,5 8:1 2,0 0,25
4-12mec. 3,5 0,5 4,0 7:1 2,7 0,4
1-<4n. 3,0 0,5 3,5 6,5:1 3,5 0,6
>451. 2,5 0,5 3,0 5:1 5,5 1,1

Taoauua 5. Copepxxkanne ITHZKK B pacTuTe/bHBIX Maciax:

MacJja JIuHoJieHOBast AnbdaanHoIeHOBasA Omera-6:o0mera-3
KHCcJI0Ta (oMera- KHCcJI0Ta (oMera-3)
6)

CagrnopoBoe macio 75 0,47 150:1
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TBIKBEHHOE MacIIo 49 0,5 98:1
JIbHsIHOE MAacIo 14 53 0,26:1
Kykypy3noe macio 55,5 1,0 55:1
OJIMBKOBOE MAcCJIO 8,2 0,86 10:1
ParicoBoe macio 15 8,6 1,7:1
KynxyTtHoe Macio 42,5 0,8 53:1
Macio coeBbIx 6000B | 53 7,7 7:1
Macio noaconuaeuynoe | 50,1 0,2 62:1
Macmao rpeukoro| 52,4 12,2 4:1
opexa
Macio 55,7 7,8 7:1
3apoJIbIIeH
MIICHHIIBI

Jloko3arexkcaeHOBasi KUCJI0TA

YuuThiBas, 4To Juibs Maias yacth J{I'K kuciaoTel cuHTe3upyercs u3 alb(ha-TMHOICHOBOM, OHUX
pPacCTUTEIbHBIX MCTOYHUKOB JUISI BOCIIOJHEHHUS HEOOXOAMMOro ypoBHsi Omera-3 HEIOCTaTOYHO.
MMeHHO T1MO3TOMYy B  palMOH  PEKOMEHJIYeTCS  BKJIIOYHTH  JTOOAaBKM  COJICpIKallne
noko3orexkcaeHoByto kucioty (AI'K) B neoOxoaumom komuuectse. Jloza ITHXK onpenensercs
BPauOM.

KAPHUTUH
[1pu nepBuuHOM AeduIMTE KAPHUTHHA, TPETAPATHl JICBOKAPHUTHHA HA3HAYAIOT B BEICOKHX J03aX
50-400 mr/kr/cyT.
B octanbHbIX ciydasix KApHUTHH HA3HAYaOT B HEOOJIBIINX J103UPOBKAX C OCTOPOKHOCTBIO PET.0S.
(to3a ompenenseTcst BpauoMm)

IMPOTUBOIIOKA3AHQO BHyTpuMBEHHOE BBEICHHE pPAaCTBOpa KapHUTHHA MpH HapyLIEHUU

Hokucnenus >kupHBIX KUCIOT!!!

KAKHUM OBPA3OM IIMTAHUE PEBEHKA MOJET BbITb AJAIITUPOBAHO K
IIMTAHUIO CEMbH

K kxoHmy mepBoro rojaa >ku3HM peOEHOK HAYMHAET MEPEXOJUTh Ha OOUIMI CTOJ, €ro

nuTaHWe Bce OoJbllle HAUMHAeT MOXOJUTh Ha B3pociyto nuiy. Ena mmeer Oonee TBepayro
KOHCHUCTEHIIUIO, U aCCOPTHUMEHT OT/IEIbHBIX MPOJTYKTOB M OO/ PaCIIUPSIETCS.
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Puc.1. [lumeBass mupamuga, WUIIOCTPUPYIOIIAs COCTaB €XKEIHEBHOIO palMoHa pebdeHKa C
paccTpoiicTBOM MeTaboIu3Ma IITMHHOIEOYEYHBIX KUPHBIX KUCIIOT.

bonbmias 9acTb MPOAYKTOB  COOTBETCTBYET PEKOMEHJAIMSAM I 3JI0pPOBOTO,
pa3HOOOpa3HOr0 MUTAHUS JETEH CO 30pOBBIM MeTabonm3MoM. OueHb Ba)KHBI HAIMMTKH 0e3
caxapa, Takhe Kak MUHEpaibHas BoJa, GPyKTOBBINA 4ail M HEOOIBIIOE KOJTUIECTBO (PPYKTOBOTO
COKa, CMEILIAHHOTO C ra3upoBaHHON Boaod. B mpuoputere Qpyxrthl u oBomu. B ux cocrase
MPAKTUYECKH HE COJCPXKUTCS KHUPOB, MOITOMY OHHU MOTYT YIOTPEOISATHCS B OONBIIOM
KosmdyecTBe. PekoMeHtyercs, Kak ¥ BceM, cheslaTh 5 opuuil GpyKTOB U OBOILEH B IEHb.

Crnenyromuii ypoBeHb MHINEBON NMHUPAMHUIBI COAEPKUT 3€PHOBBIC TPOMYKTHI, 3JIaKH U
KapTodenb. [Ipu uX MPUTOTOBICHUH JIOJDKHO MCIIOE30BATHCSI MUHIMAIBHOE KOJTMYECTBO JKHPA.

O0e3XKupeHHOEe MOJOKO M MOJIOYHBIE HPOAYKTHI OOOTalaroT €XeJHEBHBIH paluoH U
JIOTIOTHSIFOTCSI MEHBIIIUM KOJIMYECTBOM HEXHPHBIX COPTOB MsCA U PHIOBI

Macna u TBepAble KUPBI AOKHBI ObITh 3aMeHeHbl MCT U He3aMEeHUMBIMH KHUPHBIMH
KHCJIOTAMH B TIPAaBUIIBHOM COOTHOIICHUH.

Ha BepmmHe nupamMu/ il HaXOAATCS HU3KOKUPOBBIE CIIAIOCTH.

METABOJIUYECKHUUN KPU3

MeTta6oimuecKuii KpU3 - KPUTUYECKOE, YTPOKAIOIIEE KU3HU COCTOSIHUE, CIIPOBOLIMPOBAHHOE
HEONMaronpusATHeIMU  (akTOopamMu, OOYCIAaBIMBAIONIMMHU YCHJIEHHBIM pacmajg KUPOB C
00pa3oBaHUEM KUPHBIX KHCJIOT, HAPYIICHUEM WX OKHUCICHUS W MPHUBOJAIICE K 00pa30BaHUIO
TOKCUYHBIX META0OJIUTOB.

Y10 MOKET CIPOBOLMPOBATH MeTA00JIMYECKHIT KPH3:
® UIMTEJILHOE FOJIOAAHUE
® uH(peKIus
e TspKenas (u3MyYecKas U SMOILMOHANIbHAS Harpy3ka

IIpu3Haku runorjuKkeMnu (CHUKEHUE YPOBHSA caxapa B KPOBH):
e (CnabocTh
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e Jlpoxp ® ['010BOKpYy:KEHUE ® JIMIIKHUI XOJOIHBIN MOT.

ITepBble cHMIITOMBI META00JIMYECKOT0 KpHU3a:

UpesBblyaiiHas COHIMBOCTb, U3MEHEHNUE IOBEICHUS, Pa3ApakKUTEIbHOCTD, CHUKCHHE AIIIETUTA.
Yacto kpu3 mpoBomHpyeT HH(MEKIHUs, MOITOMY IMEPBBIC MPOSIBICHUS MOTYT HAYMHATHCS
JMXOPAJKOM, TOIIHOTOM, Auapeei, pBOTOW. 3aTeM CJeNyeT CHU)KEHUE caxapa B KpoBu. Ecin
CBOEBPEMEHHO HE HayaTh JICUEHNE Yy PEOEHKA MOXKET MOSIBUTHCS OJIBIILIKA, CYJJOPOTU U KOMa.

B KAKUX CJIYYASIX HYKHO HEMEJJIEHHO OBPATUTHCS 3A
MEJULIUHCKOHN MOMOIIbIO

Ecnu BB 3ameTrin JIF000# W3 3TUX CHMIITOMOB Y Baliero peOeHka:
e [lnoxoi anneTut

BripaxkenHast cnaboCcTh WK Ype3MepHasi COHIMBOCTD

PBora

Huapest

JIuxopanka

ITocTosIHHBIC MBIIIICYHBIC 6OJII/I, ¢1a00CTh WU KpaCHOBaTO-KOpI/I‘{HeBI)If/'I OBET MOYH.

YTO AEJATDH ECJIM Bbl 3BAMETUJIN Y PEBEHKA 3T CUMIITOMbI?

Vxynimienue cocTOsSHUS OOBIYHO HAOMI0IaeTCs B TOT MOMEHT, KOTJa OpraHu3My He
XBaTaeT dHepruu. M oH HauMHaeT ee MCKaTh BCEMHU BO3MOXXHBIMHU CITIOCOOAMHU, OJIMH U3 TyTeH —
3TO pacmaj]l COOCTBEHHBIX TKaHel (katabonusm). JlomyckaTh 3TOTO HH B KOEM Cllydae Henb3s. U
MepBOe, YTO MBI JOJDKHBI CAENaTh, 3TO MOMPOOOBAaTh BOCIOIHUTH SHEPTHIO 32 CYET TIIOKO3BI.
Jaiite peOeHKy yrieBOJbl, 3TO MOXET OBbITh (PPYKTOBBIM COK, CIaJKHI 4Yail, WU pPacTBOP
TJTFOKO3BI.

YuuThiBasi BBICOKMWA PHUCK Pa3BUTHS META0OJIMYECKOTO Kpu3a TMpU TOSBICHUU
BBIIIICONMCAHHBIX CHUMIITOMOB HYXHO HEMEUICHHO OOpaTUThCA 32 MEIUIMHCKONH MOMOIIBIO.
HeoOxonumo B3sTh aHanu3 kpoBu Ha anekTponuthl (K+, NA+, Ca+t), riorokosy, KIIC, AnAT,
AcAT, KOK, JIAT', XC, JIIBII, JITHII, tpurnunepuasi, NH3. W HauaTh BHYTPHUBEHHOE
BBEJICHHE TJIFOKO3BI, COTJIACHO TTPOTOKOIY:

Ilpy HEBO3MOXKHOCTH OPraHM3alldM THUTAHUS 4Yepe3 POT HEOOXOAMMO YCTAHOBHUTH
Ha30racTpajbHbIA 30H]
TEPAIIUSI

IIpuHIUNBI TEpanKu:

H3berats romogaHust

CokpanieHue B palioHe KUPHBIX KUCTOT C JUIMHHOM IEMbIO
O6OFaHIeHI/Ie IIUIIA Cpe)IHeHeHO'—Ie‘IHI)IMI/I )KI/IpHBIMI/I KHUCJIOTaMHn
[TpenoTBpaTUTH TUIIOTITUKEMHUIO

JlononHuTenpHas MeTa0oIIecKas NoJIep)KKa TNPH  Pa3BUTUHU
UHQEKIMOHHBIX 3a00JIeBaHUN
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e JloOaBkM KapHUTHHA (CM. pa3/ien KapHUTHH)

OUSNYECKASA HAT'PY3KA

duznyeckas Harpy3Ka — 3TO BCETa JIONOJHUTENIbHAS SHEPTUs, T€ KaJOPUHU, KOTOPbIE MBI
JIOJDKHBI 3aIIaTUTh HAIIEMY OPTaHU3MY 32 YCHJICHHYIO paboTy.
[ToaToMy eciu BbI 3HAETE, UTO COOMPACTECH MOTPATUTH OOJIBINIE YHEPTUU YEM OOBIYHO, BBI JOJKHBI
OBITH K ’TOMY F'OTOBBI.
3a 30 MmuHyT 10 GU3HMYECKON HArpy3Ku pekoMeHaoBaHo npuHaTh 0,2-0,5 1. MCT Ha Kr macchl
tena. Jns Gonbuiel 3hpexTUBHOCTH MOXKHO CMENIaTh C YIJIEBOJaMH, HampuMmep, sS0JOUYHBIM
COKOM.
[Tocne u3mdeckoil Harpy3KHU HY)KHO BOCIOJHUTE MMOTPAYCHHYIO SHEPTHIO OSITKOBO-YTIIEBOIHOMN
3aKyCKOM, OTHOILIEHHE YTJIeBOAOB K Oenkam — 3:1

ClIeI[I/Ia.]II/ISI/IpOBaHHOG IIUTAaHUuE

JUIs ManueHToB ¢ HapyIIEHUS MM OKHUCJICHHUS JKUPHBIX KUCIOT pa3paboTaHbl HECKOJIBKO
BapHUaHTOB CIIELUATIN3UPOBAHHOIO MUTAHUA U OT/IEbHbIE JIedeOHbIe MPOAYKThL. OHU OTINYAIOTCS
Mexay coboit. [Ipu nepexoze ¢ oaHoM GopMysibl Ha IPYTYIO U C OJHOTO MPOYKTA HA APYroi 3TO
HY’KHO YYMTHIBaTh!

Tabmuna 7. CocraB crienuanu3upoBaHHoro nuranus npu FAOD

Crneu. cmecy | O6miee JAUT % | MCT % | JlunonenoBast | Anbda- Owmera-
coJiepKaHue | oT oT KHCTIOTa JTUHOJNIEHOBasI | 6:
xupa % obmero | obmero | mr/100r KHCIJIOTa omera-3

KUpa KHUpa mr/100r

Cnenuanusup | 26 16 84 900 170 4,2:1

OBaHHBIN

MPOIYKT

JTUETHYECKOTO

Jae4e0Horo

TTUTAHMS TS

JieTen ¢

POXKIEHUS U
B3pOCIIBIX ITPU
nedexTax
OKHCJICHUS
JUTMHHOLIETIOY
€UHBIX
YKUPHBIX
KHCTIOT,
XWJIOTOpaKce
u
JTUMPaHTUIKT
a3uu — cyxas
CMEChH
«Monogen»
(«MoHoren»)
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Cren. npogykT OO0111e KHUPHI 9, N3 mux MCT %

Crenmnanu3upoBaHHbIN 50 45,4
MPOAYKT JETCKOTO
JHAETUYECKOr0 JIEYEOHOT O
nuTanud JIMKkBuKEeH+"
*Exk("Liquigent")
(MCIIOJIB3YETCs TOJIBKO KaK
JIOTIOJTHEHNE K OCHOBHOMY
IPOAYKTY IUTAHUS)

100 100
MCT Oil

JUCHAHCEPU3ALIUSA
JUs manueHToB ¢ HapyUIEHUSAMHU OKUCIIEHUS KUPHBIX KMCIOT HEOOXOIUMBI PEryJIsipHbIE
oOcnenoBanus. B Tabinie npuBeeH NPUMEPHBIN IEpeUeHb U PETYISAPHOCT UCCIEA0BaHUMN, HO B

KaXKIIOM CJIy4ac Bbl JOJIDKHBI COIJIAaCOBBIBATD IJIaH O6CJIGI[0BaHI/I$I CO CBOHMM JICHAIIUM BpadoM.

Tadauua 8. PeryasipHocTs pa3iudHbIX uccienopanuii npu FAOD

HccaenoBanue HuTepBan

T™™C 1 pa3 B 3 Mec U 0 NOKa3aHUSAM
KHIC + nakrar 1 pa3 B 3 Mec u 110 OKa3aHUSIM
KpoBb Ha aMMOHHM 1 pa3 B 3 Mec U 0 NOKa3aHUSAM
buoxumnueckuit ananus kposu (KOK, AJIT, |1 pa3 B3 mec u 1o nokasaHusm

ACT, JIII' o6muii 6enox, anb0yMuH,
TII0OK03a, XOJIECTEPUH, TPUTIIUIIEPHUIBI KA,

KaJIbIIUNA

OKT’ 1 pa3 B 6 Mec U MO OKa3aHUSAM
9XO-KT' 1 pa3 B 6Mec 1 10 TOKa3aHUAM
20r 1 pa3 B 6 Mec U MO OKa3aHUSAM
V3U opranoB OpIONIIHOMN MOJOCTH U TTOYEK 1 pa3 B 6Mec. U 110 TOKa3aHUSIM

TEYEHUE BEPEMEHHOCTHU TP HAPYHIEHUMU B-OKUCJIEHUSA )KUPHBIX
KHUCJOT Y IVIOJA

[Tpu GepeMeHHOCTH MPH HEKOTOPHIX (hopMax OoJe3HEH ecTh BBHICOKME PHUCKH Pa3BUTHUS
ocyokHeHni. Cpen HUX Yallle BCETO BCTPEUYAIOTCS: CUIIbHBIN TOKCUKO3, YacTasi pBOTA, XKENTYyXa,
00J1b B )KMBOTE, MOBBIILIEHNE apTEPUATILHOTO JIaBJICHMSI, KPOBOTEUEHHE.

IMPOT'HO3 TP CBOEBPEMEHHOM ITOCTAHOBKH JUATHO3A

[Tporuo3 3aBucut oT (hopMbI 3a00eBaHus U MaHU(pecTanuu. B OoNbIIMHCTBE Clly4aeB npu
CBOEBPEMEHHOI JMAarHOCTUKH M Tepanuu JeTH ¢ 3a00jeBaHMEM MOTYT pacCUMTHIBATh Ha
MIOJIHOLIEHHYIO ’KM3Hb, HUUEM C IIEPBOrO B3IVIAJa HE OTIMYAIOIICIOCS OT OCTalbHbIX. OgHAKO
Tepanus OyJeT MOXH3HEHHOH, U pe3yibTaT OyneT 3aBHCETh OT NPaBUIBHOCTH COOJIIOJCHUIN
pEKOMEHIaluii Bpayeil.
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JOINOJIHUTEJIBHAA NTHOOPMALIUA

[Teyatass B mouckoBuke TepMuH «fatty acids oxidation defects», BbI Haiinere ThICAYH
AHIVIMMCKUX CCBUIOK. B pyCCKOSI3bIYHOM MHTEPHETE MOJIE3HBIX CATOB HA 3TY TEMY MOKa HET. JTU
CalThl CO3JAI0T CaMU POAMTEIIH, IIPU MOLIEPKKE Bpadeil u cnenuanucTos. 1loaTtomy ecnu y Bac
€CTh CHJIBI U )KEJIAaHUE - CACTAiTe TaKOW CAlT JUIsl IPYTHX CEMEH U Ui ceOsl.

HuTepHeT npuHOCUT OOJIBIIYIO O3y, HO HHOTAA HH(OpMAaLIKs, HalileHHas! B UHTEPHETE
MO>KET HE COOTBETCTBOBATh PEKOMEHIAINAM, KOTOPHIM BhI ciienyere. He OpocaiiTech BBIMOTHATD
TO, YTO HAaIMCAHO HA CTPAHMIIAX COILICETeH M Ha caifTax, Jake eciau WH(POpMAIHs 3aCTy)KUBAET
nosepust! OOCyHTE 3TO € BALIMM JICYAIIUM BPauOM, BbI JIOJKHBI OBITh YBEPEHBI, UTO JIEIaeTe BCE
IIPABUJIBHO.

HpI/I COCTaBIICHUU JAHHOM 6pOI_HIOpLI MbI TIOJIB30BAJIUCH CJIICAYIOIIUMHU PCKOMCHIAALUAMHU H
HCTOYHHMKAMM:

Treatment recommendations in long-chain fatty acid oxidation defects: consensus from a
workshop - Spiekerkoetter U, Lindner M, Santer R, Grotzke M, Baumgartner MR, Boehles H, Das
A, Haase C, Hennermann JB, Karall D, de Klerk H, Knerr I, Koch HG, Plecko B, Roschinger W,
Schwab KO, Scheible D, Wijburg FA, Zschocke J, Mayatepek E, Wendel U. (Department of
General Pediatrics, University Children's Hospital, Diisseldorf, Germany) 2009, Apr 28.

Vademecum Metabolicum - Johannes Zschoke (Innsbruck, Austria), Georg F. Hoffmann,
Heidelberg, Germany) http://www.fodsupport.org

COKPAILIEHUSA U ITIOHATHUA
CPT1 - KapHuTtus nansMutounTpancdepassl 1 nepuuut
CPT2 - KapauTuH nanbMUTOMITpaHchepassl 2 1epuuT
SCAD - Kopotkouenoueunoit anmi-KoA aeruaporenassl n1euunt
MCAD - Cpennenenioueunoit ammi-KoA neruaporenassl 1euiuT
MTP - MUTOXOHAPHATBHOTO TPU(PYHKIIMOHATIBHOTO OeNKa JeQUIUT
LCHAD - ymuaHOuenouyedHoi ruipokcuin-KoA neruaporenasst aepuuut
VLCAD - Ouenp quHHOIIeNoYedHOM annin-KoA nerunporeHassl qeuuT
CHT (MCT) — cpenHenenoyeqHble )KUPHbIE KUCIOTHI (TPUTIIULEPHIBI)
JUT —nnuHHONENOYEYHbIE JKUPHBIE KUCIOTHI (TPUTITHLIEPUIbI)
ITH’KK — nonvHeHaChIIIEHHbIE HE3aMEHUMBIE JKUPHBIE KUCITOTHI
AIUWIKAPHUTHUHBI - ;xupHbIE KUCIOTHI CBSI3aHHBIE ¢ KAPHUTHHOM
KAPIUOMMUOIIATUSA - 3aboneBaHue cepjia, MpH KOTOPHIX CepJedHas MBIIIIA
CTPYKTYPHO U ()YHKIIMOHAJILHO U3MEHEHA
I'MITIOTOHMS — mblieunas cinabocThb
I'NITOT JIMKEMMHS] - cHr>keHue ypoBHS caxapa B KpOBH

PABJJOMMOJINS — pa3pylieHHE KJIETOK MBIIIEYHON TKaHU

METABOJMYECKHWHN AIUJIO3 - HapylleHHEe KHCIOTHO-OCHOBHOTO COCTOSHHS,
IpOosBIIAONIEeCS HU3KMMU 3HaUeHUsIMUA pH KpOBU 1 HU3KOM KOHIIEHTpalue OukapOooHaTa
B KPOBHU

o T'UIIOI'JIMKEMMS — cHrkeHre YPOBHS caxapa B KpPOBHU
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I'MITEPAMMOHUWEMMS — noBelllIeHUE YPOBHS aMMOHMSI B KPOBU
HEWPOIIATHS - mopaxkeHue HepBa, IIPH KOTOPOM HPOMCXOAMT HAPYIIEHHE €ro
L[EJIOCTHOCTHU WJIN LEIOCTHOCTH €r0 000JIOUKH.

e PETHUHOIIATHA - nopaxkeHue ceTyaTku

o KATABOJIMU3M — nporecc pacrajia ClioKHbIX BEIIECTB.

IIpunoxenue I'1-I'N. HHIkanbl oueHKH, BONPOCHUKH U APyrue OLleHOYHbIEe
HHCTPYMEHTbI COCTOSIHUSA MALMEHTA, IPUBEACHHbIC B KIMHUYECKHUX

PEKOMECHIAIUAX

IHpuiaoxkenue I'l. Kinaccupukanus Hac1eACTBEHHbIX HAPYLICHUH OKUCJICHUS

KHPHBIX KHCJIOT

3abosneBaHue ‘ Yacrora I'en Jlokyc OMIM
Hapymenunst TpaHcnopTa ;KMPHBIX KHCJIOT

[TepBuuHbIii nedumut| 1:22000-1:7700 | SLC2245 5q31.1 212140

kapHuTHHa (OCTN2)

Kapuutun penKo CPTIA 11q13.1 600528

naJIbMUTOMIITPaHChepasbl
1 nedunut (CPT1)

KapHUTHHALMIKapHUTHH | PEIKO SLC25420 3p21.31 212138
TPaHCIIOKa3bI
nedunut
(CACT)
Kapuutun penko CPT2 1p32 600650

NaTbMHUTOMITPAHCHEPA3HI
2 nedunut (CPT2)

Hapymenne B-oxuc/ieHus ;KUPHBIX KHCJIOT

KopoTtkonenoueunoii 1:25000- ACADS 12q22-qter 201470
armi-KoA 1:220000
JeTUPOTreHas3bl JePUITUT
(SCAD)

Cpennenenoyevynoit anui- | 1:15000 ACADM 1p31 201450
KoA

JeTUPOTreHa3bl JEPUITUT
(MCAD)

OueHn 1:85000 ACADVL 17p13 201475
JUIMHHOIIEITOYSYHOM alluiI-
KoA

JeTUIPOTreHAa3bl JEPUITUT
(VLCAD)
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Kopotkonenoueunoit penKo SCHAD 4q22-26 601609
3ruipoKCcuaIuiI- KoA

JeTUAPOTEHA3BI 1eDUIUT

(SCHAD)

JnuHHOLIENIOYEeYHOM 1:250000- 2p23 609016
3ruppokcnanmn-  KoA | 1:750000 HADHA

JeTUAPOTeHA3BI 1eDUIUT

(LCHAD)

MUTOXOHIPUATBEHOTO 1:250000- HADHA, 2p23 609015
TpU(DYHKIIMOHATILHOTO 1:750000 HADHB

oenka nedunur (TFP)

MHOKeCTBEHHBIH penko ETF-B 19q13.3, 231690,
nepumut  ami-KoA ETF-A 15923-q25, |231675
JEruIpOreHas ETF-DH 4q32-qter
nepuuT//rmyrapopas

aruaypus tun 2 (['A2)
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IMpunoxenue I'2. Knunnyeckue nposiBjieHUs HAPYLIEHUH OKMCJIEHUSA

KUPHBIX KHCJIOT

Kaunn4deckue NMPU3HAKHA

Hapymenus

DHiedanomnarus (Cya0porH, JeTaprus, KoMa)

Bce dhopmbl, KpoMe MBILIEYHOTO
TUIIA HEIOCTATOYHOCTH

KapHUTHHA
[Topaxenue neyeHun Bce ¢popmbr
Mpiieynast ¢1ab0CcTh, TMIIOTOHUS Bce dpopmbl

Muanrus, pabIoMHOJIN3, U3MEHEHUE IIBETa MOYH
(kxpacHOBaTO-Oypas)

CPT 2, CACT, VLCAD, TFP,
LCHAD, I'A2

Kapanomuonarus

KapnutrHa HEZOCTAaTOYHOCTb,
CPT 1 (penko), CPT 2, CACT,
VLCAD, TFP, LCHAD, I'A2

Hapymenus putma cepana

CPT 2, CACT, VLCAD, TFP,
LCHAD, MCAD, TA2

CHHIPOM BHE3AIHOM JIETCKOM CMEPTH

KapHI/ITI/IHa HEOOCTAaTOYHOCTD,
CPT 2, CACT, VLCAD, TFP,
LCHAD, MCAD, TA2

JluueBble gu3mMopbun

CPT 2,T’'A2

TyOynspHble HapyLIeHUs

CPT 1, CPT 2, LCHAD, TI'A2

IToyeuHast HEIOCTATOYHOCTh

CPT 1, CPT 2, CACT, VLCAD,
TFP, LCHAD, TA2

Hanuume KHUCT B ITOYKax

CPT 2,T'A2

YBenuueHue moyeK

CPT 1,CPT 2,T’'A2

bonu B xxuBOTE, AMApes

KapnutrHa HEJOCTaTOUYHOCTb,
CPT 1, TFP, LCHAD

INepudepryeckas HeUPONATHS TFP, LCHAD

IIurMeHTHBIN PETUHHUT, MOMYTHEHHE XpYyCTaJHKa TFP, LCHAD
(penxo)

HeoObIvHbBIM 3aax MOYH (TUIIA «IIOTHBIX HOT») 'A2

OcroxkHeHHs! GEPEMEHHOCTH Yy MATEPEH
(HeyKpoTHMasi pBOTa, YBETMUEHHE NTEYECHHU, TTOBBIIIICHHE
AaKTUBHOCTH TpaHCaMHMHA3, THIEPOMINpyOuHEMHUS,
KUPOBask AUCTPOPUS TEUSHH )

CPT 1, TFP, LCHAD

IHpuioxkenue I'2a.00mue kinanyeckue nposijienus FAOD

Knunnaeckne cuMITOMBI CPTI1 OCTN2 CACT CPT2 VLCAD | TFP LCHAD
JleranpHOCTH Bericokas + 37-43% 76% 38%
Tunornukemuu/ + + + + 30-43% 57% 30%
BsocTh, COHIMBOCTD

Kapauomuonarun/ - + + + 52-36% | 73% 49%
JIBIXaTeIBHBIC PACCTPOICTBA
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Hapymrenne 18% 10% 18%
CEpJICYHOI0 PUTMA

Muonatus/kpammu/padaom 96% 20-4% 83%

HOJIN3

MblieuHast TUIIOTOHUS - - 100- 61%
80%

TemaTomeranus/renaTomnaTi + 61-96% 60% 78%

'y

[omuHeBpomaTHs - - 70% 3%

PetunonaTus - - 11% 29%
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Ipunoxenne I'3. JlabopaTtopHble U3MEHEHUS P HAPYLUIEHUSIX OKHCJICHUS

KUPHBIX KHCJIOT

3aboneBaHu JlaGopaTopHbIe U3MEHEHHS
e
[TepBuuHbIi1 KpoBb: runokerorundeckas runoriukemus Ha ¢pone roiona, T KOK, 1ACT,

neUIUT KapHUTHHA

TAJIT
Moua: /IuxapO0oHOBBIE KMCIOTHI B HOPME UJIM HECKOJIBKO TIOBBIIIEHbI
Anmmiakapautunsi: | : | C0<10,cyMMapHble allMJIKApHUTUHBI <5

Kapuutun KpoBs: runokerornyeckas runoriukemus Ha ¢pone ronona, T KOK, 1ACT,
MaJIbMUTON TAJIT 1TNH3;
arpaHcdepa KoarynonarusKoarynonatus;
3b1 1A Moua: OTCYTCTBHE MOBBIIIEHUS AUKAPOOHOBBIX KUCIOTKHCIOT
nedpunut (C Amunakapautunsi: TC0, CO/(C16+C18)
PT1) 1C16, C18, C18:1
Kapautnnamunkaps | KpoBb: runokerorndeckas runoriukemus Ha pone ronoaa, T KOK, 1ACT,
ut uH Tpancnokas b | TAJIT, fnakrar, T NH3
nepunut (CACT) Koarynonarus

Moua: MOXeT 0TMEYaThCs MOBBILIEHUE AUKApOOHOBBIX

KUCIOTKUCIOT Anmikapautunbl: T C16, Cl16:1, C18, C18:1

1CO
Kapuutnn KpoBb: runokerornyeckas runornukemus Ha pone ronoga T KOK, T1ACT,
aJIbMUTON TAJIT
arpaHcdepa Moua: MHOTTIOOUHYPHS MOTYT MOBBILIATHCS
3Bl 2 TUKapOOHOBBIEANKAPOOHOBBIEINKAPOOHOBbIEINKAPOOHOBBIEINKAPOOHOBBI
negunurt (C e1Ka pOOHOBBIE KHCIIOThI
PT2) Anuakapuutunbi: T C16, C16:1, C18,

C18:1 |[CO
Koportkone KpoBb: MeTabonnyeckuii aruio3, TUnOrIuKeMHUs

nouyeyHor armi-KoA
JETUIPOTEH a3bl
nedurut (SCAD)

Moua: >THIMAIOHOBAsT KUCIIOTA
Anuakapautunbi: T C4

Cpennenen 04e4HON
arui-KoA
JETUIPOTEH a3bl
neduIuT

(MCAD)

KpoBb: runokerorudeckas runoriukemus Ha goue ronoaa, TACT,
TAJITAIT

Moua: C6-C10
TUKapOOHOBBIEANKAPOOHOBBIEIUKAPOOHOBBIETUKAPOOHOBBIETUKAPOOHOBBI
eInKa

POOHOBBIC KHCIIOTHI, CYyOCPHIITITHIINH, TEKCAHOWITITHIIHH
Ammaxapautunsi: 1C8, C10, C10:1

1CO (umm HOpMa)
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QueHb JIUHHOILEIT

KpoBb: runokerornueckas runoryimkemMus Ha ¢poHe ronoaa, T KOK, 1ACT,

O4YEYHOMI TAJIT, 1 NH3
Moua: Co6-C14
ar-KoA TUKapOOHOBBIEINKAPOOHOBBICNKAPOOHOBBIEINKAPOOHOBBIETUKAPOOHOBBI
JETUAPOTEH a3bl enrKa pOOHOBBIE KUCIIOTHI
neuIUT Anmuakapuutunbl: 1C12:1, C14, C14:1, C16, Cl6:1
(VLCAD)
Kopotkorue KpoBb: runokeroruueckasi runoriukeMust Ha poHe ronoja, THHCYIHH,
MIOYEYHON TNH3
3ruapokcuart Moua: 3-ruIpoKCUriyTapoBas KUcjaoTa
un-  KoA Aumnkapautuibl: T C40H
JETUAPOTEH a3bl
neuIuT
(SCHAD)

JnrHHOIIEen OYeuHOH

KpoBb: runokerorudeckas runorymkemus Ha ¢pone ronoaa, T KOK, 1ACT,

3ruspoxcuart TAJIT, 1 NH3

uwi- KoA Moua: Co6-C14
JETUIPOTEH a3bl TUKapOOHOBBIEINKAPOOHOBBICNKAPOOHOBBIEINKAPOOHOBBIETUKAPOOHOBBI
neguuut e1Ka pOOHOBBIE KHCIIOTHI;

(LCHAD) Amunaxkapautunbl:T:7C16:1-OH, C16-OH, C18:1-OH, C180OH
MuTtoxoHp KpoBb: runokerorudeckas runoriukemus Ha ¢one ronoaa, T KOK, 1ACT,
HAJILHOTO TAJIT, 1 NH3

TpHbYHKIH Moua: Co6-C14
OHAJBHOTO OeKa IUKapOOHOBBIETUKAPOOHOBBIEANKAPOOHOBBIEJUKAPOOHOBBIEINKAPOOHOBBI
neuuur (TFP) earKa pOOHOBBIE KUCIIOTHI;

Ammaxkapautunsi:1:7C16:1-OH, C16-OH, C18:1-OH, C180H

MHoecTBe HHBIM
nepuut anuia-KoA
JETUIPOTEH a3
nedunuT
TIIyTapoBast
ATy pust
THII
(FTA2I'A2I°
A2I'A2)

II

CbiBOpOTKA: TUMOKETOTHYECKAs TUTOTJINKEMUS Ha done
roJ0/1a,T’UMOKeTOTUYECKas TUunornukeMus Ha ¢one ronona, T KOK, 1ACT,
T1AJIT, 1 NH3,,,,,, meTabonuyecKkuii aniu103

Moua: 1C5-C10
TUKapOOHOBBIEANKAPOOHOBBIEIUKAPOOHOBbIEIUKAPOOHOBBIETMKAPOOHOBBI
earKa pOOHOBBIE KUCIIOTHI, MOJIOYHAS, TITyTapOBasi, STUIMOJIOHOBAS
KHCIIOTBL.

Anunkapautunbl: 1C4-C18
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IMpunoxenue I'4. 3a60p OuomaTepuasia s JUATHOCTUKHU B IATHAX KPOBH

KpoBs cobupaercst Ha cTaHJapTHYIO
KapTouky-puisTp (Ne903), kotopas
MpUMEHSIETCS ISl CKPUHUHTA
HOBOPOXAEHHBIX B Poccuiickoit
denepanuy UIM aHATOTUYHYIO JUTS
MOJTyYeHHUs CyXOro MsTHa KpoBU. KpoBb
MOKET OBITh, KaK KanuuisipHas (13
najblia, MATKH), TaK U BEHO3HAsI.
BenosHast kpoBb coOupaercsi B mpoOHpKY,
aKKypaTHO TIepEMEIINBACTCS U 3aTEM
OBICTPO C TIOMOUIBIO MUIIETKH HAHOCUTCS
Ha GUIBTP 1O 25-50 MK KpOBU Ha
KaXX/TyIO BBIICIICHHYIO 00JIaCTb.
Heo6xoauMo X0poImio mponuTaTh
BBIJICTICHHYIO 00J1acTh Ha QPrIIbTpe (pHC.
1). IlpenmoututensHO codupaTb 00pasIbl
nociie enpl uepe3 40 MuHyT - 1 yac.
B03M0OKHO TaKke OCYIIECTBUTH 3a00p
KPOBH Y HATOIIAK.

Ha kaprouke-¢punbrpe 00s3aTeIbHO
JOJDKHBI OBITH 4eTKO yka3anel PO, kem
Y OTKyJla HaIlpaBJIeH MMalMeHT, AaTa
poXIeHus U Tesne(OH Jeyaniero Bpaya
(pucyHOK 2).

O6paser; cyxoro msiTHa KpOBU
BKJIQ/IBIBACTCS] B UUCTHIN KOHBEPT, JINOO B
yucThIi Qaitn. KapTouka-gpuibtp He
JIOJDKHA COTIPUKACATHCS C TPSI3HOU
MOBEPXHOCTBIO U ¢ 00pa3laMu Apyrux
narueHToB. Heo6xoaumMo npuaokuTh K
o0pa3iaM HHPOPMHUPOBAHHBIE COTIACHS
MaIMEeHTa UITH €r0 3aKOHHBIX
IpeJCTaBUTENIeH Ha IPOBEIEHUE
71a00paTOPHBIX UCCIIETOBAaHUN

$0e0o0

He mesimacs, afinacry norurmend mmsan  Ha wnof snesm. 6 AOBIWANG)
*  Kan/m 4onxHel NONAHOCTEIO NPOMUTATE KPYXKKW ¢ 06PaTHOW CTOPOHLI
*  He kacaiiTeck 06nacTu, nponMTaHHo KpoBbio

Pucynok 1. O6pa3zern npaBUIbHOTO HAHECEHUS KPOBU
Ha KapTOUYKY-(OUIBTP

-y - - -—— L
' 4 b Y

SN TN TN 2
O N N NS NN
\ I\ I\ [ I\ I
Mo N ONLE N S N
803 & 202310 000002QIW00

XpaHwTs npw +2 - +25 C*

6 0010608

DHO Naymenra

Data powaeHus Jlara 8aATUA KPOBM Non
PO Bpaua

nny / fepon [ Apapec

E-mail apaya
TenadoH spaua

Tecr
DQaﬁpH D Nomne Dfam.e D MNc1 D Lyso-GL-1 D Lyso-GL-3

D CemefHbIA CKpUAKAT, MyTawue:

Pucynox 2. O6pazen kapTouku-QpuibTpa

AJITOPUTM JelCTBHH MeIMIMHCKOI0 IMePCOHAJIA IIPH B3ITHH 00pa3L0B KPOBH

BBIMBITh PYKU (TUTHEHUYECKUI YPOBEHb), HAJIETh MIEPUYATKH;
BBIMBITh PYKHU MalueHTa (MATKY peOeHKa, B ciiyyae, €ClIi KpOBb OepeTcs U3 MATKH);
npoTepeTh 00JacTh MpOKaJbIBAaHUS CTEPUIbHON canderkold, cmoueHHoi 70% cmuprom,

MPOMOKHYTH CYXOH CTepWJIbHON calpeTKOi; - TPOKOJIOTh CTEPUIBHBIM OJHOPA30BBIM

ckapuduKaTopom;
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CHSATb NIEPBYIO KAIUTIO KPOBU CTEPUIIbHBIM CYXHM TaMIIOHOM M3 HETKAaHHOTO MaTepuaia Uil Mapiu
WK calEeTKON MapJIeBOH MEIUIIMHCKON CTEPUIIBHOM;

MSATKO HaJaBUTh IS TIOJyYEHHUs BTOPOM KaIljiu KPOBU;

MPUWIOKUTH NEPIECHANKYIISIPHO TECT-OJIaHK K KaIljie KPOBU U MPOIUTATh €0 KPOBbIO HACKBO3b;
AQHAJIOTMYHBIM O0pa30M HaHECTH Ha TecT-ONaHK 6-8 Kamenb, BHJ MATEH KPOBU JODKEH OBITh
OJIMHAKOBBIM C 00€HUX CTOPOH.

BBICYIINTH TECT-0JIAHK B TOPU30HTAIHHOM IMOJIOKEHUY HA YUCTOU 00E3)KUPEHHOM TOBEPXHOCTH HE
MeHee 4 4 6e3 MPUMEHEHHUs TEIUIOBOI 00pabOTKH U MOMalaHus IPSIMbIX COJIHEUHBIX JTy4ei;
yIaKkoBaTh TECT-OJJaHKM B YHCTHIM KOHBEPT TakuM 00pa3oMm, uTOObI MSITHA KPOBU HE
COIIPUKACAIUCh.

Oco0enHocTy NpU MHPY3UOHHON Tepanuu

HekoTtopelie nanueHTsl MOTYT MOJIy4YaTh HHQY3MOHHYIO TEpaIUo, epeIBaHie KOMIIOHEHTOB KPOBH,
YTO MOXET OKa3aTh BIMSHWE Ha pe3yibTaThl TeCTOB. Hampumep, nmpu nepeinBaHUM IUIa3Mbl KPOBU

MOTYT OBITh MOJIYYCHBI JIOJKHOOTPULATCIIbHBIC PE3YJIbTATHI. PCKOMGH,I[yeTCH OCYHICCTBUTD 3360p KpOBHU

JUIsL TMarHOCTUKU HE paHee yeM uepe3 6-7 JHei mocie nepenvBanus 1mia3Mbl KpoBu U uepe3 710 nueit

10CJIE TIEPETMBAHNSI KOMIIOHEHTOB KPOBH
He nonyckaercs 3a60p kpoBu

Cpazy TMoclieé TpOBEICHHs TMalueHTy WHQY3HOoHHOW Tepanuu; [ cpa3y mocie 3aMeHHOTO
NepeTuBaHus KPOBH.

XpaHeHue U TPAHCIOPTUPOBKA OMoMaTepuaJia

OO0pa3ibl BBICYIICHHBIX MSATEH KPOBU MOKHO XPAaHHUTh B OOBIYHON KaMepe XOJIOIUIbHHUKA MPU
+4°C o ornpasku. Cpok XpaHeHHs 10 MOMEHTA OTHPABKHU He JO0JKeH TIpeBbImath 7 aHei. Eciu
XpaHUTh JOJIbIIE U ITPU OoJiee BBICOKON TeMIIepaType, TO 3TO MPHUBEIET K
JIO’KHOITOJIOKUTEIBHBIM PE3yJIbTaTaM.
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Hpuaoxenue I'S. MakcumajbHast NPOJOJIKUTEILHOCTD IOJIOJaHUS (IPH

CTA0MJIBLHBIX META00JIHYECKHUX COCTOSIHUSIX)

HoBopoxaennble

3 yaca, Tak ke HOYbIO

< 6 MecAIEB

4 yaca, Tak K¢ HOYBIO

> 6 MecsIEeB- 12 Meciares

4 yaca THEM, TaK K€ HOYBIO

> 12 Mmecs1eB — 3 rona

4 gaca queM, 10(-12) vacoB HOUYBIO

4-7 et

4 gaca queM, 10(-12) yacoB HOUBIO

Jlebunur cpeaHenenoYeqHon

anmwi-KoA  neruaporeHassl

(MCAD): pexomMeHIanuu 10

MaKCHMaJIbHOMY 0€3011aCHOMY BPEMEHU I'OJI0AAaHUs Ul 30POBOr0 peOeHKa.

Bospacr Bpewms (B yacax)
[Tpw MOJIOKUTEIBHBIX Pe3yIbTaTaXx CKPHHUHTA | 6

B Bo3pacre 10 4 MecsieB™

Ot 4 mecsineB 8

Ot 8 Mecs11eB 10

Ot 12 Mecs1ieB u cTapiie 12

**BO3pacT OKoJIO 2 HeZelb
HUcroynuk: www.bimdg.org
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IIpunoxenue I'6. Cpeqnecyrounbie HOpMbI (PU3MOTOTHYECKUX OTPEeOHOCTEN B
JHEPIuM JJIs AeTei

CpenHecyTo4Hble HOPMBbI (PU3HOTOTHYECKHUX MOTPEeOHOCTEl B SHEPIrUu A AeTell COrIacHO
FAO/WHO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bo3pact (mec.) OHeprus (KKaJ/Kr) My:K. OHeprus (KKaJ/Kr) jKeH
0-1 113 107
1-2 104 101
2-3 95 94
34 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (1.)

1-2 82,4 80,1
2-3 83,6 80,6
34 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 493
14-15 55,6 47,0
15-16 53,4 453
16-17 51,6 44 4
17-18 50,3 44,1

Hpuinoxenue I'7. CooTHOIIEHHUE )KUPOB U YIJI€BOAOB B IUeTe MPU PA3HbIX

¢popmax FAOD

3a0osieBaHue (COKPALLIEHHO) ‘ Juera (10151 0T 001ICH KAJOPUITHOCTH)
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OCTN2, MCAD ETF-

B2+

Msrkas, mo3aHss, MBIILIEYHAs,
acumnrorudeckas popmer: CPT2, VLCAD,
SCAD, , ETF/ETF-DH

HMGSC2, OXCT

Hopwmanbnas: xupst: 30%;
yraeBosl: 50-55%; Genku:
10-15%

CACT, CPT2, M/SCHAD, ETF/ETF-DH,
MKAT

BeicokoyrIieBO1HASI, HU3KOKHUPOBASL:
xupbl: 20-25% (BKItOUas
HE3aMEHUMBIC )KUPHBIC KUCIIOTHI);
yrieBoabl: 65-75%; 6enxu: 8-10%.

CPT1, CACT, CPT2, VLCAD, LCHAD,
FATPI

BricokoyrneBoaHas, HU3KOKUPOBAs:

wupsbl: 20-25% (Bxmrouast: 10% LT, 10-15%
MCT, 1-4% He3aMeHHMBbIE KUPHBIE
KHUCTIOTHI); yriaeBobl: 65-75%; 6enku: 8-10%.
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Ipuioxenue I'S. lo0aBkH He3aMEHMMBIX JKUPHBIX KHCJIOT
NPHU JUeTe C HU3KUM coaep:kanuem ;kupos (D-A-CH)

Bozpacrt % 3Heprum
n—6 JuHOIeBast n—3 JIMHOJIEeHOBasI CymmapHo
KHCJI0Ta KHCJI0TA
ot 0 mo <4 4.0 0,5 4.5
MecsILIEB
ot 4 o <12 3,5 0,5 4,0
MecCSIIEB
or 1 1o <4 mer | 3,0 0,5 35
>4 et 2,5 0,5 3,0
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IIpunoxenue I'9. [Ipumenenne yrieBoaoB Npu MOA03peHUN HA

MeTa00MYeCKUl KPU3 U IPU HHTEPKYPPEHTHBIX 3200/1eBAHUAX

[81]
CooTBeTCTBHE MCIKOY BO3paCTOM p€6€HKa 151 I[OSOﬁ T'IFOKO3bI OJIAA SOHTCPAJIBHOTI'O
IMPUMCHCHHUA IIPU IIOAO03PCHUN Ha METa00JINUEeCKUI KpHus.

BO3pacT P-p  mekctposer** | Jloza Jlo3a DHeprus Kr/cyT
(%) MJI/KT/9 | MII/KT/CYT
0-6Mmec. 15 7,7 183 110
6-12mec. 15 7,0 168 100
1-3r. 20 4,5 110 90
3-611. 25 3,3 80 80
6-1211. 25 2,6 65 65
umm 6-121. | 30 2,25 54 65
12-150et 30 1,8 42 50
>15ner 30 1,6 38 45
[130]
Jlo6aBKa riawoko3bl (Mr/kr B | YriaeBoabl (25% pacTBop) /HeBHAasi 103UPOBKA
MMHYTY) B/B
8 (Bo3pact 2 rojaa) ManbsToaekcTpuH 0,8 r/xkr/2u = 12*3,2 Mmi/kr B
JIeHb
6 (Bo3pacr 2-6/8 ner) Kykypy3HbIit kpaxman 1,5 r/kr/4q = 6*6 mi/kr B
(cwIpoii) (c 2 7eT) JIeHb
5,5 (6/8 ner) 2 r/kr/64 = 4*8 MI/KT B JICHb

CpenHecyTouHble HOPMbI (PU3HOJTOTHYECKUX MOTPEOHOCTEN B IHEPTHH [IJIAl JIIO/Ieil pa3HBIX
Bo3pactoB coriiacio FAO/WHO/UNU 2007 (WHO Technical Report Series 2007)

Bospacr (r.) OHeprus (KKaJ/Kr) OHeprus (KKaJ/Kr)
MYX. KEH

0,5 80,0 81,2

2,5 83,1 79,8

5,0 75,2 72,8

10 65,7 59,2

15 54,9 46,1

B3spocinble, Benymue o0pa3 )KH3HU CpeaHEe
aKTUBHOCTH, Bec 70Kr

18-29 43,7 38,0

30-59 41,8 35,3
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B3pocneie, Bemymue o0pa3 )KU3HHU CpeaHen

aKTUBHOCTH, Bec SOKr

18-29

50,6

43,0

30-59

50,6

43,7

CpenHecyTouHble HOpMbI GPU3MOJIOTHYECKUX NMOTPEOHOCTEN B SJHEPIUM ISl AeTeil
corsiacio FAO/WHQO/UNU 2001 (WHO Technical Report Series 17-240kt 2001)

Bospact (mec.)

DHeprus (KKaJ/Kr)

OHeprust (KKaJ/Kr)

MYK. KEH
0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (r.)

1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 453
16-17 51,6 444
17-18 50,3 44,1

IHpuioxenue I'10. Copep:xxanune MCT B cmecsix 1/ J1e4e0HOr0 NMTAHUA U

NMPOAYKTAX JIOMOJHHUTEILHOI0 MUTAHUSA, IPUMeHsieMbIX Yy nanueHToB ¢ HOXKK

[105]

XUMHYECKHI COCTAB cMecel, B COCTAB KOTOPBIX BKJIIOYEHBI CPeAHeenoYeyHbie
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Tpurauuepuast (r / 100 M.]I)1

Xumnueckuii coctas, 1/100 M
DHepreTuveckas
Hazpanwne cmecu
be 1k MCT LICHHOCTh, KKaJ
u Kupsl Yrinesonasl
MoayJ/ibHble TPOAYKTHI
MCT oil 100%?> o1 90 819
) (100%) )
MCT oil 77%? o1 70 819
) (77%) )

I _ Taxxe MCT coZiepKaTcs B P CMeceu /i HEJIOHOIIEHHBIX JIETEeH, MOIY3JIEMEHTHBIX CMECei Ha
OCHOBE IJTy0OKOT0 FHAPONH3a Oellka KOPOBLETO MOJIOKA, SJIEMEHTHBIX CMECEl Ha OCHOBE AMHUHOKHCIIOT >
- Crenuanu3upoBaHHBINA TPOIYKT HA OCHOBE Maciia CPeAHEIICTIOUCTHBIX TPUTIUIICPHUIOB
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Ipuioxenue I'11. Iuera npu Hegocrarounoctu TFP/ LCHAD (konceHncyc

IKCIIEPTOB)

HenocraTrouHoctnb
TFP

Bo3spacrt

Kupsi

YriaeBoanl

Kajopuu

beccumnromuas
507051
CUMIITOMATUYECKas

04
MECSLEB

HckmroueHue
IPYAHOTO MOJIOKA
WJIN JIETCKUX
cMmeceit, 100%
CIIELHAILHON CMECH
C HU3KHUM
co/iepKaHuEeM
KUPOB

* Monogen, SHS
KomngectBo Ha 100
mi: LCT 0,21 r,
MCT 1,89 +
He3aMEHHUMEIE
JKUPHBIE KUCITIOTHI
(3,5 r/nenp) nnm

bes
CrelHaTbHbBIX
1006aBOK
(TONBKO NpHU
KITMHAYECKUX
[TOKa3aHHUSAX )

bes
CITeMaIbHbIX
J100aBOK
(pexomeHnau
D-A-CH)

rocie 4
MecsIIIEB
(BBeeHUE
B PaIvoH
TBEPAOU
TIAIIN )

CHixeHue
COJICPIKAHUS KUPOB
1o 25-30% ot
oOmeit
KanopuiiHocTu®; 20—
25% xupoB 3a cyeT
MCT®; 3-4% xwupos
3a cueT
HE3aMEHUMBIX
JKUPHBIX KHCIIOT
(pexomenmanuu DA-
CH).

[Torpebnenue LCT
(MTOMHMO OCHOBHBIX
JKUPHBIX KHCIIOT)
JIOJIKHO OBITh
MaKCHUMaJIbHO
HU3KUM!

a Pexomennyemas noist LCT B paunoHe 310poBbIX MitazieHneB cocrabisieT 40—45% ot o01ei KatopuiHOCTH, B
pammoHe Aetel mKoIsHOro Bo3pacta - 30-35% (pexomennarmu D-A-CH)
b Ha npaxrtuke morpebnenne LCT mpeBpIniaeT peKOMEHI0BaHHbIE 3HAYCHHMS 10 TIPUYMHE OTPaHHYEHHOTO BEIOOpA IPOLYKTOB
MIUTaHUS; KaK PaBmiIo, THIIb 15% oT obmielt kanopuitHocTn obecnieunsaercst MCT, a npyrue 15% - LCT (Brmouas 3—4%

HE3aMCHUMBIX KUPHBIX KI/ICJ'IOT).
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Hpuiaoxenue I'12. luera npu Hegocratrounoctu VLCAD (koHceHCyC

IKCIEPTOB)
Bapuant Bospacr Kupwbi YriaeBoanbl Kasopun
VLCADD
beccumnTo | 0—4 mecsieB [TonoBuHa rpyaHoe bes bes
MHas (1 MOJIOKO/IIETCKAst CMECh, CHENUATBHBIX | CHELUATbH
CK, AST u TI0JIOBUHA — CIIELMANIbHAS CMECh | 0GaBOK BIX
ALT B C HU3KHM COJICPIKAHUEM JKHPOB | (1o51pK0 MpH 100aBOK
npeienax - Monogen, SHS xonu4ecTBo Ha | oo vomon | (PEKOMERT
HOPME) 100 mi1: LCT 0,21 1, MOKA3aHHX) aruu D-A-
MCT 1,89 r nin CH)
nocne 4 CHIKeHue cofiepKaHus )KUPOB
MECSIIEB 10 30—40% ot oOmieit
(BBEjICHHE B KaJIOPHHHOCTH?
parmon (pexomennanust D-A-CH);
tBepnoit maum) | 10-15% xupos 3a caer MCT
Cumnromar | 0—4 mecsiies Hckiroyenue rpy1Horo bes bes
n4yHad MOJIOKA UJIN OETCKHUX CMeceﬁ, CIIeIMaJIbHBIX CricnuajibH
100% cnenuanbHast CMECh C 106aBOK BIX
HU3KHUM COZECpKAHUEM KUPOB) (TONBKO TpH 00aBOK
- Monogen, SHS kmummgeckux | (PEKOMEHI
KonuuectBo na 100 mn: LCT: TTOKA3aHMIX) auun D-A-
021, CH)
MCT: 1,89 r + He3aMEHUMbBIC
JKUPHbIE KUCIOTHI (3,5 r/1eHb)
Wi
nocne 4 CHIKeHUE cofiepKaHus JKUPOB
MeCSIIEB 1o 25-30(-40) %
(BBenEeHUE B 0TOOIIEHOTOTOOIIEHOTOTOOIIEH
panuoH 0TOTOOIIEHOTOTOOIEHOTOTOON]

TBEPJIOH TTUIIIH )

efoT ob1ei kamopuitHocTH?,
20% xwupoB 3a cauer MCT?; 3—
4% >KMPOB 32 CUET HE3AMEHUMBIX
JKUPHBIX KHCIIOT

(pexomennanuu D-A-CH)

MCT - cpeanenenoyeunsie Tpurnuuepuap; LCT — nnuaHOIIENIOYeuHbIe TpUTruiepuabl; D-A-CH — pexomenaanun
o0bemHeHns HyTpuionucToB ['epmanun/ ABctpun/IBeiinapun. a pexkomennoanoe notpebnenne LCT st 310poBbIX

mutazieHteB coctaBisiet 40—45% ot oOmeit kaopuitHOCTH, TS IeTel IKOIBHOTO Bo3pacTa - 30—35%, cormacHo

pexomengamusiM D-A-CH/ b Ha npaxruke notpe6nenne LCT npeBsimaeT peKOMEH/I0BaHHBIC 3HAUSHUS IO TIPHIHHE
OTPaHNYEHHOTO BBIOOpA MPOIYKTOB MTUTAHU; KaK MPaBHIIO, Uik 15% oT obuieii kajopuiiHocTn obecnieunBaercst MCT, a
napyrue 15% - n3 LCT (Bximrouast 3—4% He3aMeHUMBIX )KUPHBIX KHCIIOT).
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Ipunoxenne I'13. McTOYHMKHN He3aMEHUMBIX JKMPHBIX KHCJIOT

[105]

Hcrounuk KomnuectBo | Jnuunonenoueunsie | JIunoneBas | JlunoneHnosas | DHeprus
JKUPBHI (T) KHCJIOTa KucioTa (Mr) | (Kkan)

(mr)

JIpHSHOE 1 M 0,9 114 480 8

Macio

PamncoBoe 1 M 0,9 183 84 8

Macio

Macio 1 M 0,9 476 94 8

TPEIKOTO opexa

Cadmoposoe 1 Mo 0,9 672 0 8

(madpanoBoe)

Macio

Kykypy3noe 1 mn 0,9 482 10 8

Macio

CoeBoe maciio | 1 mu 0,9 459 61 8
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Ipunoxenne I'14. CocTaB cMeceii 11 IMeTHYECKOr0 MUTAHUSA C

NOHMKEeHHBbIM coaep:xkanneMm LCT

OcCHOBHBbIE XapaKTEePUCTHKH

Crnenunanu3upoBaHHble MPOAYKTHI NUTAHUSA

Crneuuanu3upoBaHHbIN

MPOJYKT JHETUYECKOTO
JIe4eOHOro  IHUTAHHMSA IS
JeTe ¢ pOXICHUS U

B3POCJIBIX MPH JIeheKTax
OKUCJICHUS

Cnenuanu3upoBaHHbINA
MPOIYKT JETCKOTO
JTUETHYECKOTO
Je4eOHOro MUTaHUs -
"JIukBUKEH " * * * *
("Liquigen+") (100mu1)

JUTHHHOIICTIOYEYHBIX
KUPHBIX KHCJIOT,
XUJIOTOPAKCE u
TuMGaHTUIKTa3ul — cyxas
cmeck «Monogen»
(«Monoren») (100r)
DHepreTudeckas IIEHHOCTh 1859/441 xJIx/xkan
benok 12,8 T
Kuper 129r
Hacpmennsie KK 11,31
MoHoHEeHaCHIIIIEHHBIS 034r
[TonrHeHaCkIIIEHHBIE 1,31
Jlunosnesas kucnota (LA) 0,87
a-JluHoneHosast kucnora (ALA) 0,171
Jloko3arekcaeHoBas kuciora| 0,06 T
(DHA)
ApaxugonoBas kuciora (AA) 0,06 T
CpenHenenoyeuHble 10,1 r 844 % (r/100 r| 50mn
tpurnuuepuas (MCT) KUPHBIX KHCIIOT)
JUITMHHOIIEIOYEYHEBIE 2,01 15,6 % (r/100 T >kUpHBIX
tpuraunepuas! (LCT) KHCJIOT)
OtHomenue (n-6): (n-3) xxupHbix | 3,87:1
KHCIIOT
YrineBoasl 68,6
Caxapa 11,8r
Boma 50mn
OCMONSIBHOCTD 240 mOcwm/kr H20
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Hpuaoxenue I'15. Ilpumep pacyera AueThl y NANUEHTOB C HAPYUICHUAMHU

OKHMCJ/ICHUA KUPHBIX KHCJIOT

Ipumep Ne 1 JluarHo3: HeIOCTATOYHOCTH JIMHHOUENMOYeYHOM ruapokcmiI-KoA
aeruaporenassl (LCHAD)

Bospacrt 12 qHeii (meprox nocTaHOBKHU Auarno3a) Macca

— 3,2KT.

1.1 Cnennaau3upoBanHoe nuranue «MoHoren»

1.OT™MeHa rpyIHOTO BCKapMJIMBaHUS

2.Ilepexoa MOJNHOCTHIO HAa CIELMATU3UPOBAHHYIO CMECh, YUUTHIBAs, UTO B JAHHON CMeECH
W3HAYaJIbHO MPABUIILHOE COOTHOIIEHHE YKUPOB, KOJIUYECTBO CMECH PACCUUTHIBACTCS
TOJIBKO UCXO/Isl U3 MOTPEOHOCTH B SHEPTHH.

Pacuer nuernl:

A) IlotpeOHOCTh pebeHka B 3Hepruu B Bo3pacte B 12 aneit coctasnser 113 kkan/Kr/cyT.

Pexomennyemas KalloOpuiHOCTh NUTaHUs B CyTKU — 3,2 X 113 =361,6 kkan

B 100 M cnenuanu3upoBaHHOro nutanust «MoHoren» coaepxutcsa 74,6 kkan, 74,6

kkain — 100mn

361 xkam—x

X =361 x 100/74,6 = 484 M1 cnenMaIM3UPOBAHHOTO NMUTaHUA «MOHOTEH» B CYTKU

b) KonnuectBo kopmiieHuit 8 pa3 B CyTkH (MHTEpBaJl 3 yaca), pacCUUThIBaEM 00beM pa3oBOH
MOPLIVH:

484mn/8 = 60,5mn

BpeMsi Cwmech O6m. MCT I[MTHXKXK KKaJ
«Monoren» M. | XKupsl
6:00 60,0 1,32 1,08 0,13 44,76
9:00 60,0 1,32 1,08 0,13 44,76
12:00 60,0 1,32 1,08 0,13 44,76
15:00 60,0 1,32 1,08 0,13 44,76
18:00 60,0 1,32 1,08 0,13 44,76
21:00 60,0 1,32 1,08 0,13 44,76
24:00 60,0 1,32 1,08 0,13 44,76
03:00 60,0 1,32 1,08 0,13 44,76
Bcero (1) 10,56 8,64 1,04 358
Bcero % 26,5 21,7 2,61

Ipumep Ne2 J/Inarno3: HeIOCTATOYHOCTH OYE€Hb JAJIMHHOLENOYeYyHO anmiI-KoA

neruaporerasnl (VLCAD) ¢ panneii Mmanugectauueit Bozpacr 12mec.
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Macca — 12kr.

Pacuer nueTsl HCX0/1s U3 MOTPEOHOCTH B YHEPTUH, & TAK)KE COOTHOILICHHS KUPOB: A)
PaccunThiBaeM moTpeOHOCTH B SHEPTUU:

B Bo3pacre B 12mec. [TorpeOHOCTE B dHEpruu cocTaBiseT 80 KKai/Kr/cyT

Pexomennyemas kanopuiiHOCTh uTaHus B cyTKU — 12 x 80 = 960kkan b)

PaccuntbiBaeM Kupsl:

25%-30% sHepruu A0KHBI oO0ecnieunBath KHUpbl, U3 HUX 20-25%% MCT, paccuutbiBaem

HE00X0IMMOE KOJIMYECTBO B rpaMMax.

KonuuecTtBo obmiero xwupa:

25% ot 960 kkan — 240 kkan/cyT

9 kkan — 1r. xxupa
240 —x

X =240/9 = 27r. obm1. xxupa KomnyecTBo

MCT:

20% ot 960 xkan — 192 kkan

8,3 kxkan — 1r. MCT

192 —x

X=192/8,3 =23r. MCT

B) MakcuMmanbHble MHTEpBAIbl MEXIy KOpMIIEHHAMU 4 yaca JHEM, 6 4acoB HOYbIO, YTO

COOTBETCTBYET 6 IprieMaM THUIIIH.

KanopuitHocTh pa3oBoro kopmiieHus: npuMepHo coctasisieT 960kkan/6 = 160kkan
KonuyectBo 001mero »xupa B pa3oBOM KOPMIICHHE MPUMEPHO cocTaBisieT 271/6 =4,5r

Konnuectso MCT B pa3oBOM KOpMIIEHHE IPUMEPHO cocTaBisieT 23r/6 =3,8r

[TpumepHOe MeHIo /Ui peberka 12 mec.

IIpuem | mpoaykr o0bem | Oenxm | O0m. | MCT | ITHXKK | yrieBoab! | KKaJ
1070000 Kupbi
5:30 CnenmanusupoBanHas | 33,6 4.3 4,3 3,6 0,45 23,2 148
cMech «MOHOreHn» (r.)
6M.JI.
Bona 180mm | 0 0 0 0 0 0
Liquigen™®*** 3MiI 0 1,5 1,5 0 0 12,5
9:30 Kama xykypy3nas 25r. 1,8 0,3 0 0 21 93,2
(cyxas)
Mosmnoko 0,5% 30mn 200mn | 0,8 0,15 0 0 1,5 10,5
+170 M1 BOOEI
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Liquigen 8mut 0 4 4 0 0 33,2
[Trope u3 rpymm 50r 0,2 0 0 0 5,5 22,8
Macio rpeukoro opexal 1mn 0 1 0 0,7 0 9
13:30 CrnenuanusupoBanHas | 33,6 4,3 4,3 3,6 0,45 23,2 148
cMech «MOHOreH» (r.)
6M.IIL.
Bona 180mi | O 0 0 0 0 0
Liquigen™*#** 3Mmi 0 1,5 1,5 0 0 12,5
16:30 | xaprodens 100r. | 2,0 0 0 0 16 72,9
MOPKOBb 30r. 0,3 0 0 0 1,7 8
Kabauku 30r. 1 0 0 0 0,7 6,8
L[BeTHas kamycTa 30r. 0,4 0 0 0 1,3 7,7
dune nHIEHKN 30r. 5.8 0,5 0 0 0 27,7
Liquigen 8mut 0 4 4 0 0 33,2
Macio rpeukoro opexal 1mi 0 1 0 0,7 0 9
20:00 TBopor 100r. | 16 0,1 0 0 1,8 72,1
obe3xupennsiit 0,2%
S6mounoe mope 100r 0,2 0 11,3 46
Liquigen™®*** 8 M1 0 4 4 0 0 33,2
Macio rpeukoro opexal 1mi 0 1 0 0,7 0 9
24:00 | CneumnanusupoBanHas | 33,6 4,3 43 3,6 0,45 23,2 148
cMech «MOHOTeH» (r.)
O6M.IIL.
Bona 180mma | O 0 0 0 0 0
Liquigen™®*** 3ma 0 1,5 1,5 0 0 12,5
UTOT Bcero | 41,4 3345 | 27,3 |3,45 130,5 975.8
Haxkr | 3,45 2,78 2,27 10,28 10,8 81,3
BEca
% 16,9 30,8 25,1 | 3,2 53,4

IIpumep Ne 3 JIluarHo3: HeAOCTATOYHOCTH OYeHb UIMHHOLeNo4YeyHol anmia-KoA

peruaporenassl (VLCAD), 6eccumnTomHasi (popma, pedGeHOK HAXOAMTCS HAa TPYJIHOM

BCKapMJIHBaHUMU.

Bo3pacrt 2 mec. Macca

- 4,8 kr.

1.Orpannuenue rpyJHoro Bckapmianbanue 10 50% ot oOmiero o0bema kopmieHui. 2. I1puem

CIIEIIMATM3UPOBAHHON CMECH C HU3KUM COJIepKaHueM KupoB «MoHnoren» Konnyecto

CMECHU PACCUUTBIBACTCA HCXO M3 HOTpe6HOCTI/I B DHCPIruM.

3.1 CneunanusupoBanHas cMech «MloHOTeH»
Pacuer quersr:
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A) IloTpebHOCTh pebeHKa B SHEPTUU B Bo3pacTe B 2 Mec. cocrtaBiseT 104 Kkai/Kr/cyr.
PexoMennyemas kanopuitHoCTh nuTanus B cyTku — 4,8 x 104 = 500 kkan: 250 kkan 3a cuer
CHEHATM3UPOBAHHOTO MUTAHMsI/ KKaJl 3a CUET IPYIHOTO MOJIOKA.

KonnyecTBo KopmiteHuii 8 pa3 B CyTKH (MHTepBaJI 3 yaca)

b) PaccuurthiBaeM cienanu3upoBaHHOE MUTAHKUE — LIE€Ib IOKPBITH d3HEPruto 250KKai:

74,6 kxain - B 100M1 cienManu3upoBaHHOIO TUTaHUS «MOHOTEH»
250 -x

X =250x100/74,6 = 335 mu1 B cyTku b)

PaccuuTeiBaeM rpyaHoe MOJIOKO:

70 xkan - B 100m11 rpyaHOro MoJioka
250 —x

X =250x100/74,6 = 360 mu1 B CyTKH

b) KonnuectBo kopmieHuit 8 pa3 B cyTku (MHTEpBal 3 yaca), pacCUUThIBAEM 00bEM Pa3oBOU

nopruu: 484mn/8 = 60,5mn

BpeMs Cwmech I'pynnoe O6m. MCT I[THXXK KKaJj

«MOHOT€eH» | MOJIOKO Kupsr

ML
6:00 42 45 2,7 0,75 0,4 62,8
9:00 42 45 2,7 0,75 0,4 62,8
12:00 42 45 2,7 0,75 0,4 62,8
15:00 42 45 2,7 0,75 0,4 62,8
18:00 42 45 2,7 0,75 0,4 62,8
21:00 42 45 2,7 0,75 0,4 62,8
24:00 42 45 2,7 0,75 0,4 62,8
03:00 42 45 2,7 0,75 0,4 62,8
Bceero (r) | 336 360 21,6 6 3,2 502
Bcero % 38 10 5,7

IIpumep Ned4 /IuarHo3: HeZOCTATOYHOCTH O4YeHb IMHHoOULenmodedHou anmia-KoA
aeruaporedasosl (VLCAD), OeccumnromHast d¢opma, pedGeHOK HaXOAUTCH Ha
rPyAHOM BCKapMJIMBAHUH.

Bo3pact 6 mec. Macca

— 8kr
Pacder queTsl MCX0asI U3 MOTPEOHOCTH B SHEPTHH, & TAKKE COOTHOIICHHUS KHUPOB: A)

PaccuntbiBaeM nOoTpeOHOCTH B SHEPTHUU:

B Bo3pacte B 6 mec. [ToTpeOHOCTE B SHEPTUH COCTABISAET 82 KKaJ/KI/CyT
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PexoMeHyeMast KalOpuHHOCTb IUTaHUS B CYTKU — 8 X 82 = 656 kkan b)
PaccuuTbiBaeM KUpHI:
35% oHepruum pomkHBI oOecmeunBaTh KUpbl, u3 HUX 12% MCT, paccuuTbiBaeMm
HE00X0AMMOE KOJINYECTBO B IpaMMax.
KonmuecTBo obmero xwupa:
35% ot 656 kkan — 230 kkan/cyT
9 kxan — 1r. xupa
230 —x
X =230/9 = 25,5r. o6m1. )xupa KonmaectBo
MCT:
12% ot 656 kkan — 78,2 KKai
8,3 kkan — 1r. MCT
78,2 — x
X =178,2/8,3 =9,4r. MCT
B) MakcumanbHble HHTEpBaJIbl MEXAY KOpMIIEHUSIMH 4 Yaca JHEM, YTO COOTBETCTBYET 6
IpyUeMaMm IMULIH.
KanopuitHOCTh pa30BOro KOpMJICHUS MIPUMEPHO COCTaBIAET 656 kkan/6 = 109kkan
KonungectBo 00111ero *1pa B pa30BOM KOpMIIEHHE TPUMEPHO cocTaBisieT 25,51/6 =4,25r
Komnyectso MCT B pa3oBOM KOpMIJIEHUH NPUMEPHO cocTasisieT 9,4/6 =1,57r

[TpumepHOE MeHIo /17151 pebeHKa 6 MecsIeB

IIpuem | mpoaykr o0bem | Oeaku | Oom. | MCT | IIHXKK | yraeBoasl | KkaJj
T I Kupbi
6:00 CneunanusupoBanHas | 14 r 1,8 1,8 1,5 0,18 9,6 61,7
CMeECh (2,5
«MoHoren» M)
Bona 75ma |0 0 0 0 0 0
I'pyanoe monoko 70 M 0,7 2,8 0 0,7 4.9 49
10:00 | Kama xykypy3Has 20r 1,4 0,2 0 0 16,8 74,6
(cyxasi)
I'pynHOE MOTIOKO 160ma | 0,4 1,2 0 0,3 2,1 21
30ma +130 M Boabl
Liquigen™*** 4 mn 0 2 2 0 0 16,6
14:00 CneumnanmusupoBanHas | 14 r 1,8 1,8 1,5 0,18 9,6 61,7
CMeECh (2,5
«MoHoren» MJT)
Bona 75ma |0 0 0 0 0 0
I'pynHoe Monoko 70 M | 0,7 2,8 0 0,7 4,9 49

124




18:00 | Kama pucosas (cyxas)| 20T 1,6 0,3 0 0 15 69,1
Boma 150 mn 30r 0 0 0 0 0 0
OpOKKOJIH 50r 0,5 0 0 0 2 10
Liquigen 6 M1 0 3 3 0 0 24,9

22:00 CneuunanusupoBanHas | 14 r 1,8 1,8 1,5 0,18 9,6 61,7

CMECH (2’5 M_]'[)
«MonoreH»
Bona 75 M 0 0 0 0 0 0
I'pynHoe Monoko 70 Mt 0,7 2,8 0 0,7 4.9 49
02:00 CneuuanuzupoBaHHas | 14 r 1,8 1,8 1,5 0,18 9,6 61,7
CMECH (2,5 Mn)
«MoHOreH»
Bona 75 mn 0 0 0 0 0 0
I'pyanoe monoko 70 Mt 0,7 2,8 0 0,7 4.9 49
HATOT BCETro 13,9 25,1 11 3,8 939 659
Ha KT 1,7 3,13 1,37 | 0,47 11,7
Beca
% 8.4 34,2 13,8 (5,2 57
IIpumep S JAuaruos: HEeI0CTATOYHOCTh  JAJIMHHOLENOYEYHOU

Bo3spacr 4 rona Macca

— 16kr.

Pacuer nuets! ucxozas U3 NOTpeOHOCTH B SHEPTUH, a TAKKE COOTHOLIEHUS )KUPOB: A)

PaccuntbiBaeM NOTpEOHOCTH B SHEPTUHU:

B Bo3pacTte 4-1eT moTpeOHOCTh B DHEPTUHU COCTaBIAET 79,7 KKan/Kr/cyT

PexoMeHyeMast KalmOpuiHOCTb IUTaHUS B CyTKU — 16 x 79,7 = 1275kkan

B) PaccuntbiBaem XHpHI:

ruapokcui-KoA nermaporenassl (LCHAD)

25%-30% sHeprum JOKHBI oOecnieuyuBaTh KUphl, U3 HUX 20%-25% MCT, paccuntsiBaeM

KonuuecTBo obmiero xwupa:

30% ot 1275 kxan — 382,5 kkan/cyt

9 kkan — 1r. xupa

3825 —x

X =382,5/9 = 42,5r. o6u1. xkupa KomamaectBo

MCT:

HCO6XOHHMO€ KOJIMYCCTBO B IrpaMMax.
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25% ot 1275 xkam — 318,7 kkan
8,3 xxkanm — 1r. MCT

318,7—x

X =318,7/8,3 =38r.MCT

B) MakcuMasnbHble HHTEPBaJIbl MEKIY KOpMIIEHUsIMU 4 yaca aHeM, 10 10 yacoB HOUBIO, UTO

COOTBETCTBYET 5 MprUeMaM IHUILH.

KanopuitHoCcTh pa30BOro KOpMJICHUS IPUMEPHO cocTaBiseT 1275 kkan/5 = 255kkan

KonuyecTBo 00111€T0 XMpa B pa30BOM KOPMJICHHUH TPUMEPHO cocTaBisieT 351/5 =7r

Komnyecteo MCT B pa3oBoM KOpMIICHHH TIpUMEpHO cocTaiisget 30r/5 =6r

IIpuem | mpoaykr oobeM | 0eakm | Oom. | MCT IMHXKK | yrieBoabl | KKaJj

107011071 Kupbi

7:00 Kama 35r 2,5 0,3 0 0 29,4 130
KYKypy3Has
Monoxko 0,5% 250mn | 1,4 0,25 0 0 2,5 17,9
50mi +200 mn
BOJIBI
Liquigen™®*** 12mn | 0 6 6 0 0 50
OpykTel (rpyma) | 100r. | 0,4 0 0 0 11 47,4
Men 10r 0 0 0 0 8,2 32,8
Macio rpenxoro | 1mn 0 1 0 0,7 0 9
opexa

11:00 | xkaprodens 150r |3 0 0 0 24 109
OpOKKOIHN 30r 1 0 0 0 0,8 7,2
[Betnas xamycra | 30r 0,8 0 0 0 0,7 6
MOPKOBB 30r 0,3 0 0 0 1,7 8
Wupetika 50r. 9,6 0,6 0 0 0,2 44,6
(BapeHas) rpyaka
Macino rpenkoro | 1mia 0 1 0 0,7 0 9
opexa
Liquigen™**** l14mn | 0 8 8 0 0 66,4

15:00 | TBopor 180r | 28 0,4 0 0 3,2 127,6
00€3KMPEHHBIH
0,2%
OaHaH 50r 0,6 0 0 0 10 43,3
rpymia 50r 0,2 0 0 0 5,5 23,7
Liquigen™**** l4mm | 0 8 8 0 0 66,4
Macino rpenkoro | 1ma 0 1 0 0,7 0 9
opexa

19:00 | kaptodensb 200 4 0 0 0 32 145,8
Tomar 50 0,5 0 0 0 1,3 7,2
orypert 50 0,3 0 0 0 0,9 4,8
dune HICHKH 30r. 5,8 0,4 0 0 0,1 27,2
Liquigen™**** l4mn | 0 8 8 0 0 66,4
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Macno rpenkoro | Imn 0 0 0 0,7 0 9
opexa
22:30 Kama pucoas 35r. 2,8 0.4 0 0 28 126,8
Momnoxo 0,5% 250mn | 1,4 0,25 0 0 2,5 17,9
50ma +200 M
BOJIBI
TBIKBA 50r. 0,5 0 0 0 2,3 12,1
Me/T 10r 0 0 0 0 8,2 32,8
Liquigen™*** 14mn | O 8 8 0 0 66,4
UTOT Bcero | 63,1 43,6 38 2,8 172,2 1324
Hakr | 3,9 2,7 2,37 0,17 10,7 79,1
Beca
% 19 29,6 24 1,9 52

127




IMpunoxenue I'16. Yacrora npoBeaeHus 00CaeJ0BAHUA Y NANUEHTOB €

HAPYIICHUAMMHU OKHCJICHUSA ) KUPHBIX KHUCJIOT

HUccaenoBanus pu Kaxnapie | Kaxxnole | Kaxnwni | o
NOCTAHOBKE 3 mec 6 Mmec roja NOKA3aHusd
JAUATHO3A M
JlabGopaTropHble HCC/IeI0BAHUSA
Onpenenenue X Kadcovle | Kadicovle | kadxcovle | B mepuon u
AIMIKAPHUTHHOB B KPOBU 1-2 3-6 6-12 npu
Mecaya | mecayesy | Mmecayeg | NONO3PCHUU
nayuenm Ooemell nayuexwm Ha
am 0o | mnaowe 6 am MeTabomue
200a nem cmapwie | CKHM KpH3
6 nem
Ornpenenenue coepKaHus X
OpPraHUYECKUX KUCIOT B
Moue
MonekynsipHOreHEeTHIEeCKOoe X
UCCIIeIOBaHKE
OO6muit (KITMHUYECKU) X X X
aHaJIN3 KPOBU Pa3BEPHYTHIN
AHanu3 KpoBH X X B nepuon u
OMOXMMHYECKUN npu
oOuierepaneBTHUYECKUN MIOJI03PEHUH
Ha
MeTabonuye
CKHMI KpH3
AHnanus B nepuoa n
KHMCJIOTHOILIEJIOYHOTO 1IpH
COCTOSIHUS KPOBH ITOA03pCHUH
(UccnenoBanue ypoBHs Ha
Oy(epHBIX BEIIECTB B MeTa?OHqu
KkpoBH, MccnenoBanne CKHH KpH3
YPOBHS BOJIOPOIHBIX HOHOB
(pH) xpoBu), rIHOKO3HI,
AJEKTPOJIUTOB (KaJINH,
HATPUM, KaJbLHI
WOHU3UPOBAHHBIH, XJIOP)
OOmuit (KITMHUYECKU) X X X X

AHAJIN3 MOYH, OIIPCACIICHUC
KC€TOHOBBIX TCJI
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NT-proBNP X
WHcTpyMeHTalIbHBIE HCCIIEN0BAaHUS
DJeKTpoKapauorpaMmma X X
Oxoxapauorpadus X X
Y3U opranoB OpronrHon X X X(pu
MOJIOCTH; 0OBEM CEIE3CHKH, HAIUYUU
neuenu; Y 3U nmouek [aToJI0Tun
qare)
OcmoTp riasHoro nHa X X X (npu
(orammbmMocKoMHSN) HaJU4Iuu
MaTOJIOTUU
qarie)
OnekrposHuedanorpad us X X (mipu
(B3I HaJIU4uu
SMUJICTITUYE
CKUX
IPUCTYIIOBY
arie)
KoHncynpranuu cnennanicToB
KoHncynbranus X X
BpayareHeTuKa
Kouncynbranus Bpaya- X
nenuaTpa/ TepamneBTa
Koncynpranus Bpaya- X
HEeBpoJora
Koncynpranus X
Bpauajuerosnora
Koncynpranus X
BpayvaracTpO3HTEpOJIora
Koncynpranus X X
Bpayao(TasibMosiora
KoHcynbTanus Bpava- X
KapAHOoJora, BpauaJeTCKOro
Kapauosiora
Koncynbranus X
BpauaHedposora
KoHncynbranus X
Bpaya’HJOKPUHOJIOTa
Koncynbranus/koHcymnb X X
Taluy MEIULUHCKOTO
rcuxosora
Koncynbranus X

Bpavyau3noTepanesTa u
Bpaya 1o JieueOHoi

¢u3KynBTYpE
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IIpunoxenue I'17. Ilpumep «3IKCTPEHHON MAMATKI»

JKCTpeHHAs MaMATKA

Baumanmue! ITanuent yrpoxaem 1o pasBUTHIO OCTpPOro MeTa00JIMYeCKOro Kpu3a,
CBA3AHHOTO ¢ HAC/ICACTBCHHbBIM 3a00/1eBaHHEM.

1. Iloka3anus K rocIUTAJIN3AIMH:

- MHOTOKpaTHasi pBOTa, Juapes;

- TUITOTJIUKEMMUS;

- HHTEPKYPPEHTHBIC HH(EKIIUN C BHICOKOH JINXOPATKON;

- 00€3BOKMBAHUE;

- BBIpaXKEHHas1 c1ab0CTh WU Ype3MEPHAsi COHIIMBOCTB;

- MBIIIIEYHBIC 0OJIH, CIIA00CTH WJIM KPACHOBATO-KOPHUYHEBBIHN IIBET MOYH

2. I11an geiicrBuA:
2.1.Cyrounas kanopuiiHoctb nuranus 110-120% ot 0Ob14HOrO pannoHa.
2. 2Ilpm HaxoxaeHHUM peOCHKA JOMa, YBEIWYUTh TMOTPEOJICHHE YIIEBOAOB JUIS

BOCITOJIHCHHSI KQJIOPUHHOCTH 3a CYET pacTBOpa JEKCTPO3bl MJIM MaJIbTOACKCTpUHA (IIPU HX
OTCYTCTBHUH — CJIAJIKUN Yaif, COK, KOMIIOT)

CooTBeTcTBHE MEXIY BO3PACTOM peOeHKa U J030i JEKCTPO3bl AJIs SHTEPAIbHOIO IPUMEHEHUs
IIPU NO/1I03PEHNHN Ha METa00IMYECKUN KpU3.

BO3pacT P-p nexctpossl (%) Ho3za Ho3za OHeprus
MJI/KT/4 MJI/KT/CYT KKaJI/KT/CyT

0-6mec. 15 7,7 183 110
6-12mec. 15 7,0 168 100

1-3r. 20 4,5 110 90

3-6m71. 25 3.3 80 80

6-12m. 25 2,6 65 65

W 6-127. 30 2,25 54 65
12-15net 30 1,8 42 50

>15ner 30 1,6 38 45

2.3 1lpu rocmnuTanM3alii B CTallMOHAapa, HA4aTh HeEMpepbiBHY0 HHPy3uio p-pom 10%
JEKCTPO3BI** U3 pacueTa: HOBOPOXKIAEHHBIE U JeTh 10 3-X jeT 10-12mr/kr/mMuH, oT 3 10
10 net 8-10 mr/kr/muH, crapuie 10 net 5-8 mr/kr/MuH
2.4 KoHTpOJIb aHAJIN30B:
- KIIIC, 351eKTpOoaunThl, aMMOHHN
- Anamm3 kpoBu omoxumuueckuit oomereparnesruaeckuii( KOK, AJIT, ACT, riroko3a,
OmnupyOouH o611, psiMoi, MmodeBuHa, kpeaTuHuH, [ TT, ILD, o6muii 6enok, anpOymiH)
CHEKTp alUIKAPHUTUHOB - CIIEKTP aMHUHOKHCIIOT U al[MJIKAPHUTUHOB METOJIOM
TaHJAEMHON MacC-CIIEKTPOMETPUU

3. BeneHue mamueHTa MOCJ€e HEOTJIOKHON CUTYallUN:
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- [Ipn HEBO3MOXXHOCTH OCYLIECTBIIATH, MOJIEPKUBATH MEPOPATBHOE KOPMIIEHHE, YCTAaHOBHTH
Ha30racTPAJIbHBIN 30H/.

- [IpopomxuTh MHPY3UIO paCTBOPAMU JEKCTPO3BI 10 CTAOMIIN3ALUU COCTOSHUSA, MOJT KOHTPOJIEM
roko3bl kposu U KII[C

4. IlpoTuBONOKA3aHO:
- BHyTpHBeHHOE BBEICHHE KHPOBBIX PACTBOPOB
- BHyTpHuBeHHOE BBE/IcHHE KApHUTHHA 32 HCKITIOYeHneM OCTN2KapHUTHHA
- l'ononganue npu oTMeHe B/B HHQY3U
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Ipuaoxenue I'18. IlepeyeHb OCHOBHBIX JIA00PATOPHBIX UCCJIEIOBAHUM,

KOTOPbI€ MOI'YT IIOMOYb B OKa3aHHUH MeTUIUHCKOM MOMOIIH IpHA COCTOSTHUH

OCTPO MeTA00JINYECKO 1eKOMIIEHCALIMH

Neni/nt JlabopaTopHbIii TecT KommenTapuii
1 HccnenoBanue KHMCIIOTHO- | O1ieHKa CTENEeHH alua03a
IEJIOYHOT0 COCTOSIHUSI KPOBU
2 W3mepeHune ypoBHS IIIOKO3bI B O1eHKa CTerneH TUIOTIMKEMUN
KpOBU
3 N3mepenne KOK B kpoBu Onenka crenenu pabJoMHOIN3a
4 Omnpenenenne ypoBHsI IEUEHOUHBIX | 3a00JI€BaHUs MEYEHU MOXHO YBHUJIETh Y
dbepMeHTOB ¥ (PYHKIMOHAIBHBIC | MAIMEHTOB C TSHKEJION METa0OJINYECKOn
npoOsbI (anbOyMUH, OUITUPYOHH) JIEKOMITCHCAIMen
5 N3mepenne  ypoBHS  MOJO4HOM | Moxker OBITH MOBBILIEH npu
KHCJIOTHI B KPOBH TUIIOBOJIEMUU
6 Ornpenenenue ypoBHsI | MOXET UCTIOIB30BaThCs 1JIs1 OIIEHKU
AIUJIKAPHUTHHOB B KPOBU CTENEHHU TSKECTU 3a00JIeBaHUs
7 Omnpenenenue ypoBHsi cBOOOHOTO U | J[71s1 onpeneneHus 103UPOBKH KapHUTHHA
o0111ero KapHUTHHA
8 OKI" n Ox0-KT" N3mepsror pu HapyLIEHUH
merabonuzma LCFA u kapHuTuHa mnpu
3HAUUTENbHO TOBBILIEHHOM KO®OK wnu
MPU3HAKAX KapJAHMOMUONATUU
9 Nudexunonnoe obcnenoBanue| [[is BBISICHEHUS STHOJIOTHHI

(OAK, ananu3 Mouu  T. 11.)

* Tlpu ormpaBke JTaOOPATOPHBIX AHATHM30B HEOOXOIMMO PYKOBOJICTBOBATHCS KIMHHYECKON KapTHHON

manueHTa. OT0 HE I/IC‘lepHBIBaIOH_[I/Iﬁ CIIMCOK, U HCKOTOPHBIC M3 NCPCHUCIICHHBIX 3ACCh TECTOB MOI'YT HC

YKa3bIBA€TCSl.

MHO- mexnynapogHoe HopMmannzoBanHoe otHomeHue, KK-MB- MB-¢pakuus kpearnakunaszsi; MHIT-

MO3roBoil HaTpuitypeTnueckuii nentua; Ixo-KI'- Oxokapanorpadus; OAK- oOmmii aHaau3 KpoBH;

Ipuioxenue I'19. Paciundposka npumevanuii

. — mpemapar BXOIMT B MEPEYEHb KU3HEHHO HEOOXOIMMBIX M BAKHEHIIMX JIEKAPCTBEHHBIX

npenaparoB (Pacnopspkenne [IpaBurensctBa PD ot 12.10.2019 No 2406-p «O6 yTBepKaeHUN
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NEepevHs KU3HEHHO HEOOXOJMMBIX M BaKHEHIIMX JIEKAapCTBEHHBIX MpenapaTtoB Ha 2020 rox, a
TaKXKe MepeYHel JIEKapCTBEHHBIX MPENapaToB Il MEIUIIMHCKOTO MPUMEHEHUS U MUHUMAJIBHOTO
ACCOPTUMEHTA JIEKAPCTBEHHBIX MPENapaTroB, HEOOXOAMMBIX JMJISi OKa3aHWA MEAMLIUHCKON
oMoy, Pacopsbkenue [lpaBurensctBa PO ot 23 HOos16pst 2020 r. Ne 3073-p # - npumeHeHHe
off-label — BHe 3aperucTpupoBaHHBIX B WHCTPYKLHHU JIEKAPCTBEHHOTO CPEACTBA IOKA3aHHUM
OCYILIECTBIISICTCS. IO PELICHUIO0 BpadyeOHOW KOMHUCCHH, C paspemeHus JIOKaTbHOTO STHYECKOTO
KOMHTETAa MEIMIMHCKOM OpraHum3zauuu (Ipd HAJUYWU), C YCIOBHEM IOJMHCAHHOTO
UH(GOPMHUPOBAHHOTO COTJIACUSl POAUTENEH (3aKOHHOTO MPEICTaBUTENS) U MAIEHTa B BO3pPAcTe
crapiie 15 nert;

L CRREE L ceniManM3upOBAHHBIN MPOAYKT JIEYEOHOTO MUTAaHMs, BKJIIOUYEHHOMY B IEpEeyYeHb
CHENHMATM3UPOBAHHBIX TPOJYKTOB JICYEOHOTO MHUTAHUS Ui AeTei-uHBanunoB (Pacnopspbkenue
[TpaButensctBa P® ot 7 pgexabps 2020 r. Ne 3242-p OO yTBEpXKIACHUM IEpEUHS

CHEIHAIM3UPOBAHHBIX MPOIYKTOB JI4eOHOTO MUTAHUS Ui JeTei-uHBanua0B Ha 2021 r.)
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