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aruiI-KoA — koepMeHT A, CBSI3aHHBIN C IIENBIO JKUPHBIX KUCIIOT;

BAJI — Onosornyeckn akTUBHAS T00aBKa;

I'A2 — rnyrapoBas auuaypus T 2;

JUT — nmuHHOIIENIOYEYHBIC )KUPHBIC KUCIOTHI (TPUTIIALICPUIBI);

KK — *KupHBIE KUCIIOTHI;

KT — xomnbroTepHas Tomorpadus;

K®K — xpeatundochoknnasa;

MPT — marauTHO-pe30HaHCHAass TOMOTpadus;

HBO — nacnencTseHHble 00Jie3HH 0OMEHA BEILECTB;

[THKK — nonmHeHachleHHbIE HE3aMEHUMBIE )KUPHBIE KUCIIOTHI;

CCC — cepeyHO-COCyAMCTas CUCTEMA;

CUT — cpenneniernoyeyHble >KUPHbIE KUCIOTHI (TPUTIUIICPUIBI);

TMC — tangemHast Macc-ClIeKTPOMETPHUS;

VY3U — ynabpTpa3ByKOBOE UCCIIEIOBAHHE;

OKT — snextpokapauorpadus;

OHMI — snektponeripomuorpadus;

CACT (Carnitine-acylcarnitine translocase) — kKapHUTHH alMIKAPHUTHH TPAHCIOKA3a;

CPT1 (Carnitine palmitoyltransferase 1) — kapuuTH nansmuToUNTpanchepasa 1;

CPT2 (Carnitine palmitoyltransferase 1) — kapuuTia naasmutomiTpanchepasa 2;

DHA (Docosahexaenoic acid) — qoko3arekcaeHoBast KHCJIOTa,

ETF (Electron transfer flavoprotein) — anekrponmnepeHocsiuii (praBonpoTenH;

ETF QO-ETF (Electron transfer flavoprotein ubiquinone oxidoreductase) — snexTpoHIIepeHOCSIIHIA
(h1aBompoTeNH-yOMKBUHOH OKCUAOPEIYKTAa3a,

FAOD (Fatty acid oxidation disorders) — HapymeHusI MUTOXOHAPHATIHHOTO P -oxncnenne KUPHBIX
KHUCIIOT;
HELLP — cuHIpOM-akpOHMM OCHOBHBIX COCTABISIOIIMX CHHIPOMA: TE€MOJIN3a, MOBPEKICHUS
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MICYCHOYHOW TTAPSHXUMBI 1 TPOMOOIIUTOIICHUH;

LCHAD (Long-chain 3-hydroxyacyl-CoA dehydrogenase) — miuHHOLenoueuHast Tuapokcui-KoA
JETHIPOTeHa3a KUPHBIX KUCIIOT;,

LCFA (Long chain fatty acids) — miuHHOIIETIOUCUHBIC YKUPHBIE KHUCIIOTHI;

LCT (Long-chain triglycerides) — mIMHHOICTIOYEYHBIC TPUTIUICPUABI (ITUHHOIECTIOYCUHBIC
KHUPBI);

MCFA (Medium-chain fatty acids) — cpenHenenodednbie sKUPHbIC KUCIOTHI;

MADD (Multiple acyl-CoA dehydrogenation deficiency) — muoxectBeHHbIi neduuut anmi-KoA
JEeTHIPOTeHa3;

MCAD (Medium-chain acyl-CoA dehydrogenase deficiency) — cpennenenodeunas amuia-KoA
JEeTHIPOTeHa3a KUPHBIX KUCIIOT;,

MCT (Medium chain triglycerides) — cpenHeneno4yeyHbie TPUTIHIIECPHUIBI;

OCTN2 (Organic cation/carnitine transporter 2) — TpaHCHOpTep KapHHTHHA IUIa3MaTHYECKOM
MeMOpaHbI;

SCAD (Short-chain acyl-CoA dehydrogenase) — xopotkorienodyeuroi armia-KoA merumporenasa
KUPHBIX KHCIIOT;

TFP (Mitochondrial Trifunctional Protein) — MuToXOHIpHaIbHbIH TPUGDYHKIIMOHATBHBINH OENOK;

TFPD (Mitochondrial trifunctional protein deficiency) — naeduuuT MHTOXOHIPHATHHOTO
TpUYHKIIMOHAIBHOTO OeJiKa;

VLCAD (Very long-chain acyl-coenzyme A dehydrogenase) — oveHb JJIMHHOLICTIOYCYHAS AIIUII-
KoA nermaporenasa »UpHBIX KACIIOT.

TepMUHBbI N onpeaeneHus

AIMIKaApHUTUHBI — 3QUPBI )KUPHOU KUCIOTHI U KAPHUTHHA,

Karabonusm — nporiecc pacrnazia clI0oKHBIX BEIECTB;

Pabnomuonn3 — paspyiieHne KIeTOK MBIIIEYHOW TKaHM;

Cunnpom Pelie — 3a0oneBaHue, MPOSBIAIONIECECS OCTPOM HEBOCTAIUTEIBHON (TOKCHYECKOM)
sHIe(amonaTuel B COYETAaHUU C >KHUPOBON TUCTpOo(Hel BHYTPEHHHX OPTraHOB, MPEHMYIIECTBEHHO
ne4yeHu (OCTPhI MUKPOBE3UKYIISIPHBINA CTEaTO3);

HELLP-cuanpom — TsDKelloe OCIOKHEHHUE OCPEeMEHHOCTH, JUIsi KOTOPOTO XapaKTepHa Tpuaaa
MIPU3HAKOB: T€MOJIH3, OBPEXKICHUE MEUEHOYHOW MapeHXUMbl C MOBBIIICHUEM AKTUBHOCTH MEUYEHOUHBIX
TpaHCaMHHAa3 U TPOMOOIIUTOTICHHSI.

1. KpaTtkaa nHdopmaumsa no 3aboneBaHUO UNN COCTOAHUIO (rpynnbl 3aboneBaHnn
WUIIN COCTOSIHUN)

1.1. OnpepeneHue 3aboneBaHUA WU COCTOSHUA (rpynnbl 3aboneBaHUW wnu
COCTOSIHUN)

MI/ITOXOHI[pI/IaJIBHOC B -OKHUCJICHUC JXUPHBIX KUCJIOT ABJIACTCA OJHUM U3 BAXKHBIX OHMOXMMHUYECKHUX
IpoueccoB AJisz BBIpa60TKI/I SHEPIruu B MUTOXOHAPUAX.

HacnenctsenHble HapylleHUsT MHUTOXOHAPHAIBHOIO P -oxncrenns xupHbIX Kucinor (FAOD) —

rpyInmna MOHOTE€HHBIX 3a00JIeBaHUM, CBS3aHHBIX C HApYIIEHHEM MHUTOXOHAPHAIBLHOTO P -oxncnenus u
TpPaHCHOPTa KAPHUTHHA U )KUPHBIX KUCIOT B MUTOXOHAPHSIX.

s Bcex FAOD xapakrepHO HapyllleHHe MPOIyKIMU 3Hepruu. KimHUYecKue CUMMTOMBI, TAKHUM
o0pa3oM, pa3BUBAIOTCA WM YCHJIMBAIOTCS Ha (oHE KaTabOJIMYECKUX COCTOSHUM, HampuMep, IpH
MHTEPKYPPEHTHBIX MHPEKIHIX HIU rojonanuy. Hanbosee yacTo 3aTparuBaroTcs OpraHbl, JUIsl KOTOPBIX
YKUPHBIE KHCJIOTHI CIIY’)KaT OCHOBHBIM MCTOYHMKOM 3HEPIHUH, TAKHE KaK CEPALIE U CKEIETHbIE MBIIIIEI [ 1,
2]. Bo3pact mampeHTa Ha MOMEHT Je0l0Ta, CIEKTp KIMHUYECKUX CHMIITOMOB U CTENEHb TSHKECTH
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3aboJieBaHKs MOTYT pa3nuyarbes [1, 3, 4, 5, 6].

1.2. 3Tnonorua 1M nartoreHe3 3aboneBaHWUs UMM COCTOSIHUA (rpynnbl 3aboneBaHUA
MINN COCTOSIHUM)

Kupnsie xucnorel (JKK) sBiSIOTCS BaKHBIM HCTOYHHKOM SHEPIHMU OCOOEHHO B CKEJIETHBIX
MBIIIIAX, CepAle M IEYEHU, M HUX DHEPreTHYecKas poJib BoO3pacTraeT B ycioBusix ronomanus. KK
MOOWIIM3YIOTCS U3 KUPOBOM TKAaHH U TPAHCIIOPTHPYIOTCS B KPOBOTOK, OyTydd IMEPBUYHO CBS3AHHBIMH C
anbOyMUHOM. BonpmnHCTBO TKaHel cnocoOHO pacmermate KK no yrimekucnoro raza um Boasl. Ha
MO3/THUX CTAAUSIX TOJIOAAHHUS OHHM CTAHOBSITCS MPEUMYIIECTBEHHBIM MCTOYHMKOM MPOIYKIIMH SHEPTUU
Yepe3 UX OKHCIICHHWE B CKEJIETHBIX MBIIIIAX U UCTIOIB30BAHUE I TIPOIYKIIMH KETOHOBBIX TEJ B MEUEHHU.
KK sIBISIFOTCS TTIaBHBIM MCTOYHUKOM DHEPTHH TS ceparna: B HopMme 60-70% sHeprun, HeoOX0IuMOM JIIst
cepJeuHON MBIIbI, obOecnieunBaercs okucieHueM JKK, m 3tu mudpel MOryT OBITH Jake BBINIE B
OTIPENICTICHHBIX CUTYalUsIX, HAIPUMEP, TIPU TOJIOTAHUH U ThadeTe.

Hnst ocymectBnenus okucienus KK HeoOxomuma ompeneneHHas —IOCIEIOBATEILHOCTh
Oonoxumudeckux peakuuit: 1. TpaHCIOPT KUPHBIX KUCIOT B MUTOXOHIpHIO (TpornkHOBeHHE JKK uepes
Hapy)KHYIO U BHYTPEHHIOIO MEMOpaHy MUTOXOHIpHi); 2. [losTamHOEe yKOpOUEHHE YIIIEPOJHON IETTOYKH
KUPHBIX KHCIIOT JIO TIOJy4eHHsI KOHEYHOTO MpoaykTa — anetuii-KoA (puc. 1).

N3BectHo 11 pazmuunbix ¢opm HacieactBeHHbBIX FAOD. JlanHble 0 MEPBHYHOM MOJIEKYISPHO-
reHeTuYeckoM Jedexre mpu Haubosiee YacThIX 3a00JieBaHUSAX W3 OJTOM TPYIIBl TNPUBEICHBI B
npuwioxkennn ['1. CpaBHUTENbHO HENABHO OBLIM BbBISBIEHBl HOBbIE 3a00JIEBaHUS W3 3TOW TPYMIIHI,
cBs3aHHbIe ¢ MyTarusmu B renax ACAD9 u ECHS1 [74].

KapHuTuH 1 : LCFA MCFA
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Puc. 1 TpaHCropT 1 OKUCICHHUE )KUPHBIX KUCIOT B MUTOXOHIpuH [105]
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TFP — MuToXOHIpUaNBHBIA TPUPYHKIHOHANBHBIH Oenok; [IM — minasmaruueckas memOpana; CI,
Clll — xommeKkchl AbIXaTeNbHOW Ilemu MHUTOXOHIpUi; MitoOM — BHEWmHSST MHUTOXOHJpUANIbHAS
MeMmOpana; MitoIM — BHyTpeHHssE MHUTOXOHIpuaibHas MemOpana; ETF — smekrponnepeHocsmmii
¢maBonporenH; CPT1 — xapuutun namemutomntpancpepaza 1; CACT — KapHUTHH alMIIKAPHUTUH
TpaHcinokaza; CPT2 — xapuutun nansmutomntpanchepasa 2; LCFA — niuHHONENOYEUHbIE KUPHbIE
kucnotel; MCFA — cpennenenoyeunbsie sxkupHble KucinoTbl; OCTN2 — TpaHcnopTep KapHUTHHA
wra3marndeckoit MeMmOpansl; ETF QO-ETF (anexktponnepeHocsmmii ¢raBonpoTenH)-aeTuaAporeHasa.

MounekynspHele MexaHu3Mbl natoreHe3a FAOD wu MHOrue KIMHMYECKHE IMPOSBICHUS ITHX
Oone3nerr cxoxnbl. bonpmuacTBO FAOD XapakTepusyroTcss HEKETOTHUYECKOW THIIOTIMKEMHEH Mocie
MepHoJia rojoJaHusl, IO3TOMY FMIOTIMKEMUIO 3TU MalMEHThl EPEHOCIT 0COOEHHO Tskeno. McTonienue
JHEPreTHYECKNX pEeCcypcoB NPH HEBO3MOXHOCTH ucnoib3oBaHus KK u Tokcnueckoe neucrsue
MoCJIeTHUX OOyclaBiIMBalOT BO3HHMKHOBeHUEe Peite-mogoOHoro cunapoma. Jlns muorux dopm FAOD
XapaKTEepHO MOPaKEHHWE MBIIIEYHOW TKAaHU ¢ MUONATHEW W/WIM KapJUOMHONATHEH, 4TO CBA3aHO KakK C
HCTOIIEHUEM SHEPreTUYECKUX PECYPCOB, TaK U C TOKCUYECKUM JIEHCTBHEM CYOCTpaTOB OJIOKMPOBAHHBIX
(epMEHTHBIX PEaKIMil Ha MBIILIEYHYIO TKaHb.

1.3. dnupemmonorusa 3aboneBaHUMA WU COCTOSAHUA (rpynnbl 3aboneBaHUW wnuU
COCTOSIHUN)

[Tocne Bkmtouenust FAOD B mporpaMMbl MaccoBOr0 CKpUHUHTA HOBOPOXIACHHBIX ObLIM YTOYHEHBI
JAHHBIE O YacCTOTE 3TOM IpyNIMbl HACIEACTBEHHBIX Ooiie3Hel. CumTaercs, 4To MX CyMMapHas 4acToTa
cocrasisger 1:9000, XOTs MEXKAY MOMYISAMUIMA MOTYT OBITh 3HAYMTEIbHBIE OTINYKA [7]. OmHO U3 cCaMBIX
4acThIX 3a00JIEBaHUN M3 3TOM TPYMIbl — HEIOCTATOYHOCTh CPEAHELENIOUEYHON AETUAPOTEHA3bl KUPHBIX
kucior (MCAD) — 1:14600-1:20000. JlanHble 0 YacTOTe 3a00JICBaHUI W3 TOW TPYIIBI MPUBEACHBI B
npunoxennu I'1.

1.4. OcobGeHHOCTM KoaAupoOBaHMA 3aboneBaHMA WM COCTOSAHUA  (rpynnbl
3aboneBaHun unu coctosiHunM) no MexayHapoAHOM CTaTUCTUYECKOW Krnaccudumkauum
6onesHen n npodnem, CBA3aHHbLIX CO 3A0POBbLEM

Cornacio MKB-10, 3aboneBanne oTHOocUTCS K Kiaccy IV, OoJie3HSAM SHIOKPUHHON CHCTEMBI,
paccTpOMCTBY NMUTAHUSI M HAPYIIEHUIO 0OMeHa BemecTs, E71.3 — HapymieHuss oOMeHa >KUPHBIX KHCIIOT.

1.5. Knaccucmkauma 3aboneBaHUss UNU COCTOSAAHUA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

N3Bectubl 11 ocHoBHbIX (opm FAOD. Bce onum cBszanbl ¢ HapymieHHeM (GYHKIHH OENKOB,
KOTOpbIE Yy4acTBYIOT B METa0OJIU3ME€ >KUPHBIX KUCIOT M KapHuTHHa (mpuioxenue ['1). Kpartkas
KIIMHUYECKasl XapaKTepUCTHKA OTICNbHBIX (opM MpuBeAeHa B mnpuiokenuu [2. B 3aBucuMocTH OT
MeTaboIM4ecKoro 6J0ka pa3inuyaroT GOpMbl, CBI3aHHBIE HEMOCPEACTBEHHO C HAPYIICHUSIMHU (PepMEHTOB
OKHCJICHUS KUPHBIX KHCIOT U (OPMBI, CBA3aHHBIE ¢ AedekTamu MeTabonu3mMa U TpaHCTIOPTa KapHUTHHA
1 KUPHBIX KUCIOT.

ITo BegymeMy cCHMOTOMOKOMIUIEKCY, BBLAEISIOT cienytomue hopmel FAOD:
- CHCTEMHYIO C TOPAKEHUEM CEpALIA U NICUYEHU;

- [IEYEHOYHYIO;

- MHOIIaTUYECKYIO.

IIo CpOKaM IMOSBJICHUS MEPBLIX IMPU3HAKOB PA3JINYALOT (I)OpMLIZ
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- HEOHATAJIbHYIO;
- IETCKYI0 ¢ MaHu(pecTaueil B IepBhIie JBa roJ1a )KU3HHY;
- MIO3IHIOI0.

1.6. KnMHnyeckas kapTuHa 3aboneBaHUA UK COCTOAAHUA (rpynnbl 3aboneBaHUn UnNu
COCTOSIHUN)

[Tpu Bcex popmax FAOD BbLIensIIOT pa3sHble IO CpOKaM MaHHU(ECTaIlMi BapUaHTHI 3a00JI€BaHUSI.
06u.|.v|e KnMHn4yeckKue nposaBrieHuns HapyLl.IeHMVI OKUCINEeHUA XXKNPHbIX KNCNOT

FAOD wumeror MHOro oOmux KIMHUYECKMX NposiBIeHUH. OOBIYHO BBIIEISIOT HEOHATAJbHYIO
(panHIOI0), neTckyro (MHGAHTUIBHYIO) W TO3HIOK (B3pociyr) ¢dopmbl Oone3nu. Panusas dopma
OTJINYAaeTCd OCOOEHHOM TSDKECThbIO, METabOIMYeCKHEe HapyIIEeHUs YacTO MPUBOAIT K HapyLICHUIO
CO3HAHMSI, XOT KOMaTO3HbIE COCTOSTHUSI MOT'YT BO3HUKHYTb U IIPU JETCKOM, U Ipu No3aHeN popmax.

OcCHOBHbBIE KJIMHUYECKHUE MPOSIBICHUS: HEBPOJIOIMUECKUE HAPYIIEHUS B BHJIE YTHETEHUSI CO3HAHUS
BIUIOTH JO COMHOJIEHIIMM U KOMBI, O0IeN BSJIOCTH, MOBTOpPHAsl PBOTA, YBEIMUEHUE PAa3MEPOB IEUEHU,
Iporpeccupyoliee MopaxeHue cepana B BUAE KapAUOMHUONATUM WIM HapyIIEHHS CEpIEeYHOTO pUTMA.
Jletu Morytr oTcTaBaTh B IICUXOMOTOPHOM pa3BUTHHM. Y TMAalMEHTOB OoJjiee CTapuiero Bo3pacrta
JOMMHUPYIOT MHOMATHS M TOpaXKeHHEe MHUOKapAa, XapaKTepHbl TMPHUCTYIbl MBIIIEYHOH Oo0JH,
pabIoMHOIN3a U MUOTJIOOMHYPHH, MPOSBIIAIOIIMECS U3MEHEHHEM I[BETa MOYM JI0 KOpPHUUHEBATO-Oypoit
OKpacCKH.

XapaktepHoir yeptoit FAOD saBnsiercs TO, YTO KIMHUYECKHME CHUMITOMBI Pa3BUBAIOTCS WIH
ycuIMBaroTcd Ha (OHE KaTabOJIMYECKUX COCTOSIHUMM, HAalpUMep, MpU MPOAOJDKUTEIbHON (PU3NYECKOM
Harpy3ke, HHTEPKYPPEHTHBIX HHQEKIUSAX WM TOJIOJaHUM, KOTAa IPOUCXOJUT BBICBOOOXKIEHHE
SHJIOTEHHBIX JUNUI0B. Hambonee wacto 3arparuBaroTcs OpraHbl, A7s KOTOPBIX JIMHHOLIETIOYEYHBIE
KHUPHBIE KHCIIOTHI CIY>KaT OCHOBHBIM MCTOUYHUKOM SHEPrUH, TAKUE KAaK CEpALe U CKEJIETHbIE MBIIILHI |3,
8].

Yacteimu cumntomamu FAOD sBIAIOTCS HEKETOTHYECKAs THUIIOTIMKEMUS, KapAUOMUONATHS U
MHUOTIATHs, STH CUMIITOMBI MOTYT IIPOSIBIIATHCS KaK U30JMPOBAHHO, TAK U B COYCTAHMH.

Hapymenust cepiedHoro puTMa U KapIUOMHOINATHs, Hauboyiee YacTo MpPOSBIAIOTCA B
HEOHATaJIbHOM IIEpUOJIE U PaHHEM JETCTBE, HO MOTYT Pa3BUThCA B IEPHOJ METabOJNYECKOro Kpu3a U B
OoJiee MO3/IHEM BO3pacTe.

B panHeMm JeTCTBE MOpak€HHE CepAla MOKET IPUBECTH K JIETAIBHOMY MCX0Ay. JlOBOJIBHO 4acTo
Habro1aeTcs runepTpous JIEBOro JKEeJIyJ0UKa, B TSUKENbIX CIydasx — JUIaTallMOHHAs KapAUOMMONATHS
CO CHI)KEHueM (¢pakuuu BbiOpoca. MHorna Habmogaercss KapAHMOMHUOINATHS B COYETAaHUM C BBIIIOTOM B
nepukapn [9, 10].

Hapymenuss cepiaedyHoro purma omnMcaHbl IpakThuecku Inpu Bcex FAOD wu BecTpewaroTcs B
COYETaHMU C KapJMOMHOIIaTHEN WM N30JipoBaHHO [11].

Mpuonarus o4eHb 4YacTeli cuMnToM npu HapymeHuax FAOD. IlamueHtsl MOryT npenbsBiATh
XKasoObl HA MUAJITUIO, OBICTPYIO YTOMJISIEMOCTb, HEMEPEHOCUMOCTh (PU3MUECKON Harpy3ku. Yaie Bcero
MHUOTIAaTUsI MaHU(]ecTHpyeT B MOJAPOCTKOBOM BO3pacTe, Ha 2-3 NECATUIICTHH XU3HH, HO MOXET OBITh
BEIyIIMM CHUMIOTOMOM U paHee. HMHorma Muonatuss MOXKET IPOBOLMPOBATHECA WHTEHCHUBHBIMU
(GU3NYECKUMU YIIPaXKHEHUSMH, HO TaKXKe MOXET HaOJII0JaThCsl MOCIe aHECTe3UH M BUPYCHOM MHpEeKINU
[1-5].

I'emaToMeranust BO3HUKAET BCIIEJCTBUE HAKOIUIEHHS B MIEUEHH >KUPHBIX KUCIOT C (hOPMUPOBAHUEM
kupoBoil muctpopun mneuenn [25]. Y mammentoB ¢ HemoctatouHocThio LCHAD u TFP moxer
HaOJI0/1aThCsl KIIMHUYECKask KapTHHA nepuepruyeckoil MOIMHEBPONATUH, TPUUYUHA PA3BUTUS KOTOPOil 10
KOHIIa He u3BecTHa [6, 113, 114].

VY mnamuenrtoB ¢ pepunurom LCHAD (u ¢ nepunurom TFP, HO pexe) pa3BuBaeTcsi MUTMEHTHas
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nereHepanus cetuatku [115-117].

Haunbosiee wacTble KIMHMYECKHE CHMIITOMBI Ipu pasnuunbeix (opmax FAOD mnpusenensl B
npuioxenuu I 2a.

OcoOeHHOCTH KIMHUYECKUX MPOSBICHUN 0TAeIbHBIX (hopM FAOD npuBeneHsl HUxKe.

HapymeHMﬂ TPpaHCNopTa U MeTabonuama KapHUTUHA U XXUPHbIX KUCIOT

B rpynmny BXOJIUT HECKOJIBKO 3a00JIeBaHUM, pa3IMyaroluXcs 110 CpoKaM MaHU(ECTALUHU, TSHKECTU
TEYEHUSI U OMOXMMUYECKUM XapaKTEPUCTHKAM.

Tpancnopt uMHHOLENOYEUHBIX ani-KoA B MHUTOXOHJPUM OCYIIECTBISETCS C IOMOLUIBIO
KapHUTUHOBOTO IMKJA, BKIOYaromiero 4 Oenka: 1) KapHUTUHOBBIA TPaHCIOPTEp IJIA3MATHUYECKON
MeMOpanbl (OCTN2), obecrnieunBaronuii BHYTPUKIETOYHYIO JIOCTaBKY KAapHUTUHA; 2) KapHUTHUH-
nanbmutonnrpancpepasy 1 (CPT1) Ha BHemHeld MemOpaHe MHTOXOHJAPHI, KOTOpasi TNEPEHOCUT
ampuibHble octatku KK ot KoA k kapuHutuny; 3) kapHuTHH/anmuikapHUTHH TpaHcinokasy (CACT),
o0ecrevynBaroIly0 YeTHOYHBIM TPAaHCHOPT ALIMJIKAPHUTUHOB Y€pe3 BHYTPEHHIOI MeMOpaHy B 0OMEH Ha
CBOOOJHBIN KapHUTUH; 4) KapHUTHH-agbMuTomiTpaHcgepasy 2 (CPT2), kotopas mnepeHOCUT Ha
BHyYTpeHHeil MmemOpane muToXoHApui ammibHble ocTtatku KK ot kapuutnHa k KoA. Myrtauun
COOTBETCTBYIOIIUX T'€HOB, KOAMPYIOIIUX TaHHbIE O€NKH, MPUBOAAT K HACIEACTBEHHBIM HapyIICHHUSIM
TpaHCIOPTa KAPHUTUHA U KUPHBIX KUCIIOT.

CucteMHbIN AedULUT KapHUTUHA

AyTOCOMHO-pEIECCUBHOE 3a00JieBaHuE, CBsA3aHHOE ¢ Mytarnusmu reHa SLC22AS5, komupyromero
TpaHCTIOPTHBIA Oenok — mepeHocuuk kapHuTHHa (OCTN2). Cpoxu manudecrtanuu 3aboneBaHus oT |
Mecsa 10 7 JeT (B cpemHeM 2 roja).

VY nereil paHHEro BO3pacTa OCHOBHOE TMPOSIBICHHWE CHUCTEMHOro jAeduiuTa KapHUTHHA —
TUIOKETOTHYECKass THIOITMKeMHuyeckass sSHuedanonatus (BAJIOCTh, COHJIMBOCTb, IMOBTOPHAs PpPBOTA),
uMerolas nmpucTynooOpasHoe teueHue. OTmedaeTcsl yBelnyeHHe pa3mMepoB mneueHu. Hepenko y Takux
MalMEeHTOB pa3BUBaeTcs CUHIpoM Pelie ¢ rumepaMMoHHEeMHUEll U TOBBIIIEHHEM YPOBHS TpaHCAMHUHA3.
Taxke HaOMIOMAIOTCS TMOBBIIIIEHUE YpOoBHEH ModeBoi kucioTel 1 KOK. Kak mpaBuio, netu ymepeHHO
OTCTalOT B TCUXOMOTOpHOM pa3Butuu. [lo3zxke (kak mpaBuio, B Bo3pacTe 2-3 JeT) MPHUCOSAUHSIETCS
nporpeccupyroniasi runeprpopuueckas WIM AWJaTallMOHHAs KapIMOMHOINATUS B COYETAaHUH C
HapYIICHUSIMH CEPACYHOr0 PUTMA, KOTOpbIe B OTCYTCTBUE JICUYCHHUS HEM30EKHO BEIyT K CMEPTU OT
CepJIeUHON HEJIOCTaTOYHOCTHU M CHHIPOMY BHE3amHOU cMepTu. [letn 4acTto OOJCIOT HHTEPKYPPEHTHBIMU
3aboneBanusmu [12, 13, 14]. HeoObuHoit Manudecramnueit 3a060aeBaHUsI BO MJIAJCHYECKOM BO3pacTe
SBJISETCA KIMHUYECKas KapTHHA mepudepruuecKoi MOJMHEBPONATHU C OTCYTCTBHEM CYXOXKHIJIBHBIX
pediiekcoB u Tpy00H 3a7epIKKON ICHXOMOTOpHOTO pa3BuThs [118].

Y nmnanueHToB 0OoJiee CTapuiero BO3pacTa JOMUHUPYIOT MPHU3HAKA CKEJIETHOM MHOMATUU H
MopaXeHus: MHOKapAa. B MblieuHoMm Ouomnrtare y HAIMEHTOB PETHCTPUPYIOT HAKOIICHUE >KHUPOB.
Hepenko HabmromaroTcst HapylIeHHS CO CTOPOHBI KENyJOYHO-KUIIEYHOTO TpakTa: OolM B JKHUBOTE,
nuapes. B HekoTophIX ciydasx HaOdromanach nepudepuueckas HEBpOINATUS BEPXHUX M HIDKHUX
koHeuyHocte# [17, 18]. Ilpu cBoeBpeMeHHOW AMAarHOCTHKE M Ha3HAUEHUM Tepamnuu HabIrogaeTcs MOJHOe
MCYE3HOBEHHE KIIMHUYECKOW CUMITOMATHKH.

B3pocnple mpu naHHOM 3a00JieBaHUM MOTYT OBITh ACHMITOMHBIMH HIIM OTMEYAIOTCS JIETKHE
CUMIOTOMBI B BHJE CHIDKEHHS BBIHOCIMBOCTH, JETKOW YTOMIISIEMOCTH M IUJIOXOW NEPEHOCHMOCTH
JUTUTENTBHBIX TOJIOAHBIX TPOMEXYTKOB [146, 147]
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,El,e(twl UNT KAaPHUTUH-AaUNNTKaPHUTUHTPAHCITOKa3bl

AyTOCOMHO-peIiecCHBHOE 3a00JeBanme, cBsi3anHoe ¢ myranusamu reHa SLC25A20, koaupyromero
KapHUTHUH-aIUIKAPHUTHHTPAHCIOKA3y. JI0BOIBHO penikoe 3a00sieBaHue, B TUTEpAType ONMUcaHo He Ooree
60 cinyuaes [95, 104]. Hauano 3a0oneBanus — B HEOHATAJIbHBIN Mepro/ (TIEpBBIE HEJENN JKU3HU) WIH Y
nerei panHero Bo3pacta (Ha | roxy wu3Hu). 3aboseBaHre MaHU(DECTHPYET OCTPON CepACYHO-TIETOYHON
HE/IOCTaTOYHOCTHIO (KOJUIAIIC) MITH JKETYI0YKOBBIMH apUTMHSMH, MBIIIIEYHOH CIIa0OCTHIO U TUIIOTOHUEH.
HaGnromaercst rumokeroTHyecKkas THIOTJIHKEMHEs, TurepaMMoHuemusi. CHHIPOM BHE3AITHOW CMEpTH
MJafieHIia HabmogaeTcsi B Bo3pacte oT 4-x nHed n0 24 mecsieB. Hambosiee yacThiMU HayabHBIMU
CHUMIITOMaMHU SBJSIIOTCS: renaromeranus (34%), aputmusi w/wim Opaaukapaust (32%) u neIxarenbHast
HenoctatouHoCTh (30%). T['mmoxetornueckass rtunoriukemust (68%) u runepammonuemus (54%)
HanboJiee yacTeie TJabopaTtopHble n3MeHeHus. CepAeyHas CHMIITOMATHKA BKIIIOYAET THIEPTPOPUIECKYIO
WIA JTWIATAIIMOHHYIO KapJIUOMHONATHIO B COYETAaHHHM C PAa3HOOOpA3HBIMH HApPYyHICHHUSMHU CEpIedHOTro
putMa. [leueHOYHAsT HETOCTATOYHOCTH WM YMEpPEHHAs T'elaTOMEraiusi ¢ MeTaboJINYeCKUM aIiI030M U
THIIOKETOTUYECKON TUTIOTIIMKEMHUEH XapaKTepHbI Ui JTaHHOTO 3abosieBaHust. OcTpas HEBPOJIOTHUECKAs
CHMIITOMATHKa MPEICTAaBICHA HAPYLICHUSIMH CO3HaHus (Jietaprued u komoit) [23, 24, 102, 103].
3aboneBaHre MOKET MAaHU(ECTUPOBATH C MBIIIEYHOH CITA00CTH U 3aJIEPKKU TICHXOMOTOPHOTO Pa3BUTHSI.
Taxke Moxker HaOmromatbcs moBbimieHne ypoBHA KOK. Tlpu mozmuedt manudecranmum oTMedaeTcs
MEHbIIAs TSHKECTh KITMHHUECKUX TposBiieHuit [ 7, 27, 28].

OednumnTt KapHUTUHNaNnbMUTOUNTPaHcdepasbl 1

AyTOCOMHO-pEIleCCUBHOE 3a0oJieBaHMe, CBs3aHHOe ¢ MyTamusmMu reHa CPTIA, komupyromiero
KapHUTHHOAIbMUTOUITpaHCcepasy 1, ToOKaTu30BaHHYIO B IEYCHH.

Hauano 3aboneBanusi — OOBIYHO Ha TEPBOM TOIYy KHU3HHM, WIM B MiageHdecTBe. OOBIYHO Yy
MAlMEHTOB OTMEYAeTCs HE3HAYUTENbHOE YBEIMUEHUE MTeYeHH, U 3a00JIeBaHrEe MPOTEKAET B BUJIE OCTPBIX
MeTa0O0JIMYECKUX MPHUCTYIOB, Kak Pelie-1mogo0HbI CHHAPOM, COMPOBOKIAIOIIMXCS TaXHITHOD, PBOTOM,
OTKa3oM OT €fbl, Cyaoporamu, Jeraprueii, komoil. JlaGopaTOpHO BBISBISIIOT MOBBIIICHUE YPOBHS
TpaHCaMHHa3, YUIMHEHWEM MPOTPOMOMHOBOTO U TPOMOOIIACTUHOBOTO BpeMeHu. Hepenko 3aboseBanue
MIPOTEKAEeT MOJ1 MacKoil cerncuca

TpurrepusiMu (pakTopamu MOTYT OBITH T'OJIOJIAHUE, UHTEPKYPPEHTHbIE MH(MEKIUU, IPUBOISAIINE K
TUIOKETOTHYECKON/HEKeTOTHUECKOH runorimkeMuu. Ha BricoTe mpucTyna oTMe4aeTcss MeTaboIn4ecKui
arua03. [Ipuctyn MoXeT NPUBECTH K BHE3AMTHOM CMEPTH.

MoskeT HabI0IaThCS 3a/Iep>KKa IICUXOMOTOPHOTO pa3BUTHS. B eIMHUYHBIX CiIydasx coOOIIanoch O
CKEJIeTHOM MUOIATHH, KapJIuoMHONaTuu. MHOra pa3BuBaeTcss MOYEYHO-TYyOYISPHBIN alua03, KOTOPHIHA
MMEeT MPEeXOMAlIUN XapaKTep M YacTO COYETAeTCsl C MHUOMATUYECKUM CHHIPOMOM U TOBBIIICHUEM
ypoBHsi KOK [148]. ¥V >keHIIUH MOTYT OTMEYAThCsl TSKENbIC OCIOKHEHUS BO BpeMsi OEPEeMEHHOCTH —
HELLP cunapoM (remoJin3, NOBBIIICHUE TEYCHOYHBIX TpaHCaMUHa3, TpoMmOomroneHus) [19].

KoruutuBHbli JeUIUT y MALMEHTOB 3aBUCUT OT TSKECTH MEPEHECEHHBIX TUIMOTIMKEMUYECKHX
cocrosiamit [119].

Oednunt KapHUTUHNaNbMUTOUNTPaHchepasbl 2

AyTocoMHO-pelieccuBHOEe 3aboneBaHue, cBsizanHoe ¢ Myrtauusmu rena CPT2. Beigenstor Tpu
KIMHUYEeCcKre (OpMbI TMATOJOTHMM B 3aBHCHUMOCTH OT BO3pacTa MaHH(ecTalluu: HeOHATalbHYIO,
MITaJICHUECKYHO (MH(AHTUIIBHYIO) U TIO3JIHIOK (MbImieunyo) [13].

Teuenue 3abosieBaHMS OCTpoe WM mporpenueHTHoe. Hawamo 3aboneBaHuss — HEOHATAIbHBIH
nepuoji. Y TalMeHTOB C HEOHATadbHOW (GOopMON HAONIONAETCS PEeCUPATOPHBIA UCTPECC-CUHIPOM,
KapAMOMHUOTIATHS, HapyIIEHUE pUTMA M CepJedHON mpoBoauMocTu cepana [120, 121] rematomeranmus,
MeYeHOYHAasl HEIOCTAaTOYHOCTh, dHIle(amonarus. be3 iedeHust cMepTh OT TsDKEIOW CeplIeYHON apUTMHUU U
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MOJIMOPTaHHOM HENOCTATOYHOCTH HACTyNaeT B IepBble HEAENH >KU3HU. Bcerpeuarorcs ausmopdum:
CKOIIEHHBIN 1100, MuKpouedanus, BBICOKOE He00, aHOMalbHBIC YIIHBIE pPAKOBUHBI, JJIMHHBIC
KOHYCOBUIHBIC TIANBIIBI, KOHTPAKTYpPHI, TUNOIIa3us Horten [31, 32]. YacTeiM cuMITOMOM 3a00JICBaHHS
SIBJISICTCS YBEJIMUCHUE Pa3MEPOB U MOJUKKCTO3 Movek [122].

MnaneHueckass MaHu@ecTalMsl JaHHOTO 3a00JIeBaHUs MOTEHLIMAIBHO OTHOCHUTCA K (haTalbHBIM
¢dopmam Oosieznu. Mnanenueckas gopma 3a0ojieBaHHMS Halle BCEro MaHU(ECTUPYeT B BO3pacTe OT 6
MECSIIEB /IO ABYX JIET B BUJE BO3HUKHOBEHHS HEKETOTHYECKOW THUIOTIIMKEMHUH, YBEIMYCHHS TICYCHHU,
MOBBIIICHUST YPOBHS KpeaTMHWH(POCHOKUHA3HI M aMMOHHUSI B KPOBH OCOOEHHO TIOCIE JJIMTEIBHOTO
TOJOAHOTO TMPOMEKYTKAa. Tak e y OJTHX TMalUeHTOB MOXET pa3BUBAThCA METa0OJIMYEeCKast
sHIe(danonaTHss ¢ Pa3BUTHEM SIMWICITHYECKUX MPHUCTYIOB, PECHUPATOPHOTO AMCTPECC CHUHAPOMA MU
MeTaboarueckoro anuao3a. MHoraa HabmoaeTest KapAMOMHUOIIATUs U apUTMUSL.

[To3aHss MbmedHas popMa BCTpedaeTes Yalle v XapaKTepr3yeTcsi HHTEPMHUTTUPYIOIUM TeUCHHEM
U BO3pacTOM Hauajga 3a0oiieBaHMs — Ha 2-3 JECATWIETUU >KU3HU. 3abojeBaHUE MaHU(ECTHPYET
MPUCTYNaMH MBIIIEYHBIX O0O0JIel, MBIIIEYHON CcIaboCTH, MapOKCHU3MalbHOW MUOTJIOOMHYpUEH, Kak
peakius Ha PU3NYECKYIO0 HArpy3Ky (HEmepeHOCHUMOCTh (DU3MYECKUX HArpy3ok). B penkux cimydasx stu
MPUCTYIBI HACTYMAIOT KaK peaklnus Ha TOJI0JaHWe, MHTEPKYPPEHTHbIE WH(EKINH, SMOIMOHAIbHEIC
CTpecchl, oxiaxaeHue. [IpHCTymbl OCTpOH JEKOMIICHCAIMH WM AUCHYHKIUS CEPACYHOW MBIIIIIBI
HaOIIOAAI0TCS PEAKO.

[loyeyHass HEIOCTAaTOYHOCTH BCJIEACTBHE MUOTJIOOMHYpUM BbIsSBIeHA y 25% malnueHToB. ITO
3a0o0yieBaHME SBISETCS CaMOM YacTOW NPUYMHOW HACIIEJCTBEHHOW MHUOMIOOMHYpuu. TedeHue
3a00JIeBaHKsI OTHOCHTENIBHO J00poKkauecTBeHHOE [23, 24, 106].

HapyLuel-wm MUTOXOHAPUaNbHOro B -OKUCI1eHNA XUPHbIX KUCIOT

B wmuroxonmpuansHom wmatpukce auui-KoA »sdupst KK Bxomar B B-OKI/ICJ'IGHI/IG, KOTOpo€e

MEepeHoCUuT HMeKTpoHbl aisi cuHTe3a AT® (mpixarenbHas Lenb MUTOXOHIpuil). B pesynbrare p-
okucinenusa XK nocrnenoBatenbHo pacuiemisitorea 10 aunetuwi-KoA, KOTOpblid 3aTeM mpeBpamniaeTcs B
KETOHOBBbIE Teyna B meudeHW. llepBas peakuus JeruaporeHu3anu ocyiectsisercs ammi-KoA-
neruaporenazamu. B oxucnennn JKK npuHMMarOT ydacTHe KOPOTKOILIETIOUEYHAas, CpelHEeleNnoueyHas,
JUIMHHOIIETIOYEeYHass W O4YeHb JJIMHHOLenouyeuyHas auui-KoA-merugporeHasbl (B aHTIIHICKOM
tpanckpurnuuun — SCAD, MCAD, LCAD u VLCAD, cootBerctBeHHO). CyOcTpaTHas Crenu(pUIHOCTD
BCEX MEPEUUCITICHHBIX (PEPMEHTOB pa3IMYHA U TOJIBKO YaCTUYHO MEPEKPBHIBACTCS.

Oedununt aumn-KoA pernpgporeHasbl XUPHbIX KACNOT C KOPOTKOW yrnepogHou
uenbHo.

AyTOCOMHO-PEIIECCUBHOE COCTOSTHUE, cBsi3aHHOE ¢ MyTanusamu rena ACADS, koaupyrolero anum-
KoA peruaporenasy >KMpHBIX KUCIOT C KOPOTKOM yriepoanoi nenbio (SCAD).

B MHorux ciydasx otmedarotr 6eccuMntToMHoe Tedenue, mosromy SCAD Teneps paccmaTpuBaercs
Kak OMoxuMudeckuil peHoTH, a He 3a0oseBaHue. bonpmuHcTBO nereit co SCAD Obutn BBISBIEHBI NPU
IIPOBEJCHUU CKPUHHMHIA HOBOPOXAEHHBIX, M TMOJABIsAiONIee OOJBIIMHCTBO M3 HHUX OCTaKOTCH
0eCCUMITOMHBIMH Ha MPOTSHKEHUN HECKOJIBKUX JIET.

Panbiie BeIIETSIM TSOKEIYH0 W Jierkylo ¢opmy Oonesnu [17, 53]. BnocnenctBum Obu10
OoOHapyXeHO, YTO HaJU4Me B TOMO3MIOTHOM COCTOSIHUM WM B KOMIAyH/-T€TEPO3UTOTHOM COCTOSIHUHU
HECKOJIBKUX PaclpoCTPaHEHHBIX MOJUMOP(PU3MOB NMPUBOJUT K CHIKEHHIO akTUBHOCTU (hepmenTa SCAD
U BBISBJICHUIO OMOXMMHUYECKUX W3MEHEHHH B CIEKTpe AalWIKapHUTHHOB, HO HE HMEET KaKHX-JINOO
(U3NOJIOTHYECKUX TTOCIECTRUI [ 75, 76].
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Oedununt kKopoTkouenoydyeyHou 3-rugpokcuauun-KoA perngporeHasbl pedpuumut
(SCHAD)

AyTocoMHO-perieccuBHOe 3a0oisieBaHHe, CBsizaHHOe ¢ Myrauusimu rena HADH, koaupyromem
KopoTKolenoueunyto 3-rugpokcuaii-KoA neruaporenasy xxupHsix kucioT (SCHAD).

3aboneBaHre B OOJBIIMHCTBE CIy4aeB MaHH(ECTHpPYeT Ha MEPBOM TOJY KH3HH, HO BO3MOXKEH U
Ooyiee MO3AHMK BO3pacT Havajga cUMNTOMOB. OmmcaHo okoyio aecsiTH ciydaeB aeduuura SCHAD B
aurepaType. OCHOBHBIE KIIMHUYECKHE POSBICHUS TOr0 METa0O0IMYECKOT0 3a00I€BaHMsI OTIANYAIOTCS OT

JPYTUX HAcJlEICTBEHHBIX J1e(hEKTOB B -oxucnenns KUPHBIX KUCJOT, IOCKOJIbKY NP HEM TUIIOTJIUKEMUS
CBf3aHA C TUIEPUHCYAUHU3MOM. Taxke y HalleHTOB OTMEYaeTcs MHOTJIOOMHYpHs (B MOJAPOCTKOBOM
BO3pacTe), TUIOKETOTUYECKasi TUIOTTIMKeMHUYecKas dHIedanonatus, runeprpodudeckas/auaaraliuoHHast
KapAMOMHUOTIATHsI, MBIILIEYHAsT TMIIOTOHMS, CT€ATo3 IEYEHHU, MEeYEHOYHAas HEIOCTATOYHOCThb. OmnucaHbl
HECKOJIBKO CTy4aeB BHe3arHoi cMepTH. Ctpecc, rojiojlaHue MOT'yT IPOBOIIMPOBATH CUMIITOMBI.

[lo3nHee ycTaHOBJIEHHE IUMArHo3a MOXET NPUBECTU K (POPMHUPOBAHMIO SIWIECTICUM U YMCTBEHHOMN
OTCTAJIOCTH M3-32 IOBTOPSIFOLICHCS TUIIOTIUKeMUH [77].

SCHAD cnenyer kinaccupuIMpoBaTh Kak CUHIPOM BPOXKJAECHHOTO TMIEPUHCYIUHU3MA, MTOCKOJIBKY
y TMamMeHToB ¢ JokazaHHpiMH MyTanmusiMu  HADH wMokeT HaOmogaThCsi penuauBHPYIONIAsS
THITOTJIMKEMHS C THIIEPUHCYTUHI3MOM, YYBCTBUTEIBHBIM K AUa30Kcuy [77-79].

JlpyruMu 4acTbIMH CHMIITOMAaMHU SIBJISIETCS 3a/lep’KKa peYeBOro Pa3BUTHSI, MbIIIEUHAs! TUIIOTOHMUSL.
Hepenko oTmeuaroTcss SHMJIENTHYECKHE TPUCTYIBI, MHUONATHS, 3a/lepkKKa (QU3NYECKOTO pa3BUTHUS,
HapYIICHUs] BCKapMJIMBaHUs. Pexke BCTpevaroTes AMCMOPPUYHBIC YePThI, KapauoMuonatus [75].

Oedunuunt aunn-CoA-pgernaporeHasbl cpegHeLlieno4e4YHbIX XXUPHbIX KUCNOT

AyTOCOMHO-pEIiecCCUBHOE 3a0ojieBaHne, cBsizaHHOE ¢ MyrtanusimMu reHa ACADM, komupyromero
arnia-CoA-eruporeHasy cpeHenenoyeyHbx sKUpHbIX kuciaot (MCAD).

3aboneBanne B OOJBIIMHCTBE ClydacB MaHU(ECTHPYEeT B BO3pacTe OT 3-X 10 24-X MEcCHIEB.
Hepenko (ot 10 no 40% cnyuaeB) 3abojeBaHie HAYMHACTCS B MEpPHOJE HOBOPOXAEHHOCTU. [IpucTymbl
MPOTEKAIOT TSHKEJI0O M MOTYT 3aKaHYMBaThCs JieTaibHO. B 5% ciydaeB cmepTh jaerell MpOUCXOIUT B
nepBele AHU xu3HU. Okono 20% manMeHToB yMHpalOT A0 YycTaHOBIeHHs auarHoza [11, 17]. B
OOJIBIIMHCTBE CIYy4aeB OCHOBHBIMH TPOSIBJICHUSMU SBISIOTCA THIOKETOTHYECKAs TUIOTJIMKEMHMUS,
KOTOpasi MOKET COYeTaThCsl C JaKTaT-alluJ030M M rumnepamMMoHuemuei. KinHuueckue mnposiBieHUs
BKimoyaroT cujapom yraerenuss [{THC, connuBocte U pBOTY Ha ¢oHe MH(MEKIHOHHBIX 3a00JI€BaHUIA,
rOJIOJIaHUSl WJIM TIPU ONEPATUBHBIX BMeEUIATEIbCTBAX. Y HEKOTOPHIX IMAlMEHTOB OTMeEYaeTcs
MeTa0OIMYEeCKUl KpHU3, HECMOTps Ha HU30BITOYHOE HAKOIUICHHE KETOHOBBIX TEI M HOPMAIbHYIO
KOHLIEHTPALIMIO TIIOKO3bl B KpoBH. M3penka mamueHThl JOEMOHCTPUPYIOT BO BpeMs MpUCTYIa
"mapaoKcanbHO" BBIpaKEHHBIA KeTO3. B mepuon kpusza oTMeuyaeTcsl COHIMBOCTb, PBOTA, JbIXaTeIbHas
HEJ0CTAaTOYHOCTb, CYJIOPOTH, TeaTOMETalus, a TakkKe ObICTPOE Pa3BUTHE CEPJICYHON HEIOCTATOUHOCTH.
[ToBpexxeHre TroJIOBHOTO MO3ra, KOTOPOE€ MOKET BO3HUKHYTH BO BpeMsi METa0OJIMYECKOro Kpu3a,
YBEJIIMYMBAET PUCK OTIAICHHBIX HEBPOJOTHYECKHX HapylieHud. MoxkeT HaOmogaThes crienuduueckast
NoJIMMOpP(QHAs KeTyA0UKOBas TaXUKapAus B BUjae XapakTepHblx u3menenuit Ha OKI' B Buge torsades de
pointes (pp. — "ckpyueHHbIE MHYPKHU'"), WIN XKeTyA0UKOBas Taxukapaus tuna "mupyst". HampaBnenue
koMIiekcoB QRS MeHseTcs IMKIMYECKU: HECKOJBKO KOMIUIEKCOB HAlpaBJIEHO BHU3, 3aT€M B TOM XKeE
oTBeJIeHUH — BBepX. IIpu 0OBEKTHMBHOM OOCIIEOBAaHMM ONpEIESAeTCS YBEJIWYEHUE IMEYEHHU, CHHAPOM
nutonusa (Pelie-momoOHbI cuHApOM). MeXNpuCTYNHBIN mepuoJ mpoTekaeT OmaronpustHo, y 80%
MAIMEHTOB OTMEYAETCSd HOPMAJIBHOE HEPBHO-NICUXWYECKOE PA3BUTHE C IOJHBIM OTCYTCTBHEM JPYIHX
nmpu3HaKoB narosioruu [15, 17, 48, 49].
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OedununTt aumn-KoA aernaporeHasbl XUPHbIX KACNOT C O4YeHb AJSIMHHOW YriepoaHou
uenbro

AyTocoMHO-perieccuBHOE 3aboseBanue, cBsizanHoe ¢ mytanusamu rena ACADVL, koaupyromiero
aiu-KoA peruaporeHasy JKUpHBIX KUCIIOT C O4YEHb JUIMHHOM yriepoanoi nensto (VLCAD).

[To cpokxam MOSIBICHHS NEPBBIX MPHU3HAKOB BBIACISAIOT TpU (OPMBI 3a00J€BaHUS: HEOHATAIBHYIO,
JICTCKYI0 W TO31HIoW. [Ipu HEoHATAILHOW W JETCKOW (hopMax pazIMyaroT CICAYIONINE HECKOJIBKO
KIMHHYeCKUX GpenoTunos [8, 13, 36, 37].

HaubGonee pacmpoctpaneHHON (opMoil 3a00sieBaHUs SBISETCS TsOKENas MiajgeHdeckas (opma
(cepneunas u mosmopraHHas Gopmbl) ¢ paHHel MaHudecTanueil U BHICOKOH cMepTHOCTHIO. [Ipn 3Tux
¢dbopMax oTMeuaeTcsl IMOYTH HyJeBas (QEepMEHTaTHUBHAs AaKTHUBHOCTb, a KIWHUYECKH MpPEBAIUPYET
MopaxeHue cepiala B BuAe (TrunepTpopuueckoid WM AMIATAIMOHHON KapAMOMUONATHH, HapylIEeHUs
CEepJIEeYHOr0 PUTMAa) U BBICOKOW JICTAIBHOCTHIO HAa TMEpBOM ronay »xu3Hu [123]; a Taxke MBIIICYHON
c1aboCThl0 M THUINOTOHMEW Ha (OHE T'HUIEPaMMOHMEMHMH, HEKETOTHYECKON/TUIIOKETOTHYECKOMN
TUIOTIMKEMHH U JIaKTaT-auuo30M. OcTpasi HeBpoJIoruueckas CUMITOMATHKA MPE/ICTaBIeHa JeTapruen
n KomMoi. CHHIPOM BHE3aITHOM CMEpTH MIIaJIeHIla B HEOHATAJIbHBIM NEpHOoJ1 WM Ha IEPBOM IOy KU3HU
XapakTepeH [uis JaHHo# opwmbr [131].

bonee nerkas ¢opma 3aboneBaHus ¢ TakoW ke paHHeW MaHuU(ecTanuel MpoTeKaeT Kak Peiie
cunapoM. KirHuKa B BUJIE OCTPBIX MPUCTYIOB, COMPOBOKAAIOIINXCS PBOTOM, BSUIBIM COCAHHEM/OTKa30M
OT TMHUIIM, MBIIMIEYHONM TUIIOTOHHUEH, runopedekcuei/apedekcueil, TaxUIHO?, afHo?d, JeTapruew,
KOMOM, pa3BUBaeTCs Kak peakius Ha TOJ0JaHHe WM BUPYCHbIE MH(EKINH, pacCTPONCTBA KETyI0UHO-
KHUILIEYHOTO TpakTa, MPUBOJASIINE K HEKETOTHUECKON runorimkeMun. Ha BbicoTe mpucTyna oTMedaercs
MeTabOJIMYeCKU JIaKTaT-allua03, TUIEPYpPUKEMUs, TermaroMeraius, MsbliiedHas ciabocts. [lpuctyn
MOXET TPHUBECTM K BHE3amHOM cMepTU. B psge cilydaeB THIOIVIMKEMUYECKHE MPHUCTYIBI
COTIPOBOXIAIOTCS CYAOpPOTaMH, AWapeel, MHAITHEH, MHUOTJIOOMHYpPHEH, MPOKCHUMAIbHONW MHOIATHEH.
OHuedanonatus MOXKET HaONoIaThCs Jake B OTCYTCTBHE T'€HEPAIM30BAHHBIX METa00JIMYECKUX
paccTtpoiicTB. [lociae MHOKECTBEHHBIX MPUCTYIIOB MOKET Pa3BUTHCS YMCTBEHHAs! OTCTAIOCTh. HecmoTps
Ha OTHOCHUTEIbHYIO JIETKOCTh KYNUPOBAHUS  TMPUCTYNOB MPOTHO3  3a00JIEBaHMsI  OCTAETCs
HEOTpPEe/IeJIEHHBIM, TOTJ[a KaK IIPU HEOHATaJIbHON KapIMOMHUOINATHYECKOH (hopMe OH HEOIaronpusTeH.

[Moznuss popma (okoso 15% cnydaeB) maHudectupyeT 0ObIYHO HA BTOPOM-TPETHEM JECATHIICTUU
YKU3HU HETIEPEHOCUMOCTHI0 (PHM3WYECKUX HArpy30K, MUAITHEH, MUOrIoOuHypueid u nogbeMomM KOK B
OTBeT Ha (U3MYECKOe MepeyToOMIIEHHE U rojiojl. MoKeT pa3BUTHCS MpOrpeccupyromas IpoKcuMaibHas
muormatus [38].

Oedovunt MUTOXOHAPUAINIbHOIro TpUpyHKLNOHANBLHOIO 6enka
(TFP)/HepocTaTouHOCTb AnNUHHOoUeno4vye4yHon 3-OH aumn KoA permpporeHasbl XUPHbIX
kucnot (LCHAD)/HegocTaTOYHOCTL ANUMHHOUeno4ye4YyHon 3-keTo-KoA tnonasbsi (LCKAT).

MutoxoHapuanbHelii  TpudyHkunoHanbHbii Oenok (TFP) — wmynbrudepmeHTHBIH KOMIUIEKC,
cocrosimmii U3 3 OenkoB. Haubosiee yacto BcTpedaeTcss HEJOCTATOYHOCTH JUIMHHOLEenoyeuHoit 3-OH
ammn  KoA  nermaporenassl skupHbix kuciaor (LCHAD), kpailHe peako HeI0CTaTOYHOCTb
mmuHHOIenoYeuHo 3-keto-KoA tnonasel (LCKAT) [125].

Myrauuu B 2 reHax OpUBOJAT K AaHHOMY 3a0oisieBannio — HADHA, HADHB. D11 ressl KoaupyoT

oy B cyobequuuiel TFP. Myrtamuu B 3THX T€HaX MOTYT TNPUBOAUTH K TI'E€HEpaTu30BaHHOM
HeznoctatouHoctd TFP, BbI3bIBas ero HecTaOMIBHOCTh, a Takxke Myranuu B rene HADHA sBustoTcs
IpUYMHON M3oiaupoBaHHOM HenocrarouHocth LCHAD, a myranuum B HADHB rene — uzosnmpoBanHoOn
HegocratouHoctu LCKAT.

Knuanueckuii ¢penotun uzonupoBanHoit HenocratoyHocTd LCHAD HCKITIOUMTENBHO reTepOoreHeH,
HarlOMUHasi MO CBOMM TMposiBIeHUAM HegoctaroyHocTh VLCAD. Takxke KIMHMYECKHE (HEHOTHIIBI
YCJIOBHO TOJPA3JENAIOTCS Ha TKENYI0 HEOHATAIbHYIO KapauoMuonatuueckyro ¢opmy (1), dopmy,
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IIPEUMYILECTBEHHO MPOTEKaroIyto kak Pelie cunapom (2) B coueTaHUM ¢ MOPaKEHUEM IEUEHH, JIETKYIO
dopmy (3) ¢ mo3aHEH MaHU(ecTaUel 1 MPEUMYIIECTBEHHBIM MOPAKEHUEM CKEJICTHBIX MBIIII. TeueHue
3abosieBanust octpoe (1) U HHTEpMUTHUPYIOIIEe WK mporpeaueHTHoe (2 u 3).

Knuanueckue nposiBieHus: 00JIe3HM B HEOHATAJIBHOM IEpHOJie Haubosee TsDKENble, KaKk MPaBUIIO
MPUBOJAIINE K JICTAIBHOMY HCXOJY: KapJAMOMHOIIATHS, CT€ATO3 I'eNaTOIMTOB, MBIIICYHAS THIIOTOHHUS,
HEBPOIIATUs U CENICUC-TI0I00HOE COCTOSIHUE.

B paHHeM neTckoM BO3pacTe: XapakTepHa ocTpas MaHudecramus (pBoTa, OOMIAs MbIIICYHAS
TUIOTOHMS, TOHUKO-KIOHUYECKHE CYAOPOTH, BSUIOCTb, COHJIMBOCTb, JbIXaTEJIbHBIE pAcCCTPOMCTBA,
KOMAaTO3HBIE  COCTOSIHUS). Y  MHOTHX JIeTeli  HaONIoAaeTcsi COYeTaHWe THUIEPTPOYUIECKO
KapAMOMUONIATHH, IelaTOMErajiiy, MBIIIEYHONM TMIOTOHMUM U ciaboctu. Ilpu ayckynpranuu cepiaua
BBICJIYILIMBAIOTCS TJIyXU€ TOHBI, PUTM Tajlona, Py HCCIEA0BAHUN 00paliaeT BHUMaHUuEe KapIuOMeTralus,
runeprpodus JEBOro JKEIyAouyka, HapylleHHe cuctoaumdecko QyHknuu. OmnmcaHa Takxke
nepukapauanbHas dhdy3us. XapakTepHa HEKETOTHYECKAs/TUMOKETOTHYECKas THUIMOTIUKEMHS Kak
peaxuus Ha ToJIoJaHHeE.

Haubonee yacto Bcrpeuaercs popma 3a00seBaHusI ¢ BO3pACTOM Havyasia B EpBble 2 roja )KU3HU (2
THS — 2 To/1a). Y OOJBIIMHCTBA MAIIMEHTOB 3a0oJieBanue Manudectupyet kak Peiie cunnpom. Knunuka B
BHJIE OCTPBIX M, KaK TPaBWJIO, MHOXXECTBEHHBIX MPHUCTYIOB, COIMPOBOXKIAIOIIUXCS PBOTOU, BSUTBIM
COCAHHMEM/OTKa30M OT MHUIIH, MBIIIEYHOM TMIIOTOHUEH, renaToMeranuel, runopediexcueit/apeduexcuei,
TaxWIHO?, JIETapruei, KOMOH, pa3BUBAETCA KaK pEaKIUs Ha TOJOJAaHWE WIA BUPYCHbIE WH(EKINH,
PacCTpOMCTBA JKEIyI0YHO-KUIIIEYHOTO TPAKTA, IPUBOJISIINE K HEKETOTHYECKOM runorimkeMud. [Ipuctym
MOKET IIPUBECTU K BHE3AITHOW CMEpPTHU. Y HEKOTOPHIX MAIlMEHTOB OTMEYAETCs MPOrPEAUEHTHOE TeUEeHHE
3a00JI€BaHUs B BUJIE TIPOTPECCUPYIONICH KapIMOMUOTIATHH, MBITIICYHON TUIIOTOHUH W Te€IaTOMEeTalnu. Y
BCEX MAILMEHTOB BBIABIISIETCS JIAKTAT-allUA03 U BbICOKAst akTUBHOCT KDK.

B crapmem Bo3pacre y MalMEHTOB MOTYT TOSIBUTHCS MPHUCTYNBl MBIIMIEYHBIX OoNiel u
MUOTJIOOMHYpUH. Y HEKOTOPBIX MAllMeHTOB C MO3JHEH MaHu(ecTaluuel pa3BUBACTCS KIMHUYECKAs
dbopma 3aboseBaHms, cxoaHas ¢ MbimeyHod ¢opmorr CPT2 wHemocrarounoctn. Ota  (opma
MaHH(PECTUPYET OOBIYHO HA BTOPOM-TPETHEM JICCATHUIICTHH JKU3HM (HO MOXKET MaHU(ECTHPOBaTh H
paHbIle) HEMEPEHOCUMOCThIO (PM3MUECKHX HArpy30K, MHAJITHEH, MUorioounypueid u nogbemom KOK B
OoTBeT Ha (uznueckoe nepeyromieHue u rojgoa. OgHaKo, Ui 3TUX MAIMEHTOB XapaKTepHO COYETAHUE
ATOM KIMHUYECKON CUMITOMATHKHU C TTepru(epruIecKoi HeBporaTue u JUChyHKITMEH MTeUeHH.

[TopaxeHue meyeHu sABIAETCS OJHON M3 HamOosiee xapakTepHbix yept LCHAD HegocrarouHoCTH M
MIPEJICTaBJICHO rernaToMerajivel, CHHAPOMOM IIMTOJH3a, B PEAKUX CIydasiXx — OCTPOH XOJIeCTaTHUECKOM
KEJITYXOH U MEeYEHOYHOW HEIOCTATOYHOCTHIO C MACCHBHBIM TOTAJLHBIM HEKpo3oM medenu [13, 41]. V
YKEHIITUH 9acTO BO BpeMsi 06pEMEHHOCTH MOYKET HaOIroAaThCs kupoBas auctpodus neyenu wm HELLP-
curapom [16, 80].

Kinunandaeckas kaptuHa nedekra TFP ouenb cxomHa ¢ TakoBo#t npu HepocrarouHocth LCHAD, HO
ABJISETCA OOJiee TSKENOW M COMPOBOXKIACTCS PAaHHHUM JIETalbHBIM UCXoA0M. Hawano 3abosneBanus — B
HEOHATaILHOM MEPUOJE: MPOTPECCUPYIONIas MbIIIICUYHAs TUIIOTOHUS, JIETaprus, KOPMJICHHE 3aTPYJHEHO,
Mporpeccupyromias cepiedHasl HeIoOCTaTOYHOCTh, CHHAPOM BHE3AIMHON CMEPTH MIIaJIeHIa (B BO3pacTe J0
2-x MecsueB). OueHp TsDKeNasi TeHepaln30BaHHAs HEOHATAIbHAS TUIIOTOHUS, KIMHUYECKH HEOTIMYNMAas
OT BPOXKJEHHOW MHUOMATHH, ObUTa MaHU(ECTUPYIOIIMM CHMIITOMOM y 5 malueHToB. B ogHOM cimydae
oTMeyalach TMO31HsAA MaHudectanus 3aboneBanuss (B 2,5 T) C OTHOCHUTEIBHO  MSTKUM
WHTEPMHUTTUPYIONIUM TEUECHUEM. YHUKaJIbHBIM KIMHUYECKUH (DEHOTHN OMHCaH y OBYX MNAIlEHTOB C
MaHu(pecTaIeil B BUJIe MPOrpecCUpyIOIe XpOHUYECKON MOJMHEBPONATHH U MUOTIATHU B OTCYTCTBHUE
MaTOJOTMYECKUX U3MEHEHUI CO CTOPOHBI IEUYEHU U CEPACYHOMN MBIIIIIBI.
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MytapoBaa auumaypuss 2-ro Tuna (MHOXecCTBeHHbIM Aedcduumnt auun-KoA
aerngporeHas)

AyTOCOMHO-pELIECCUBHOE 3a00JIeBaHUE, TEHETUYECKU T'eTEPOTeHHOE, CBS3aHHOE C MYTaLUsSIMHU
renoB ETF-B, ETF-A, ETF-DH, xotopbie koaupyroT anbda- u Oera-cyObeAWHUIB (PIaBOTPOTEHHA,
sBisitorerocs: nepeHocyrkoM 3ekTpoHoB (ETF), u ETF-kodepmenT Q-okcumopenykrassl. Hapymenus
GbyHKIUH 1000T0 U3 ATUX ABYX (PIaBOMPOTENHOB MPUBOAUT K HAPYIIEHUIO OKHCICHUS )KUPHBIX KUCIOT.

Beigensitor Heckosibko kinumHHUYeckux Gopm ['A2: 1) Tspkenyro HeoHaTanbHYHO (opMy ¢
BPOX/ICHHBIMH AHOMAIMSMH;, 2) TSHKEIYI0 HEOHATalbHYI0 (opMy 0e3 BpPOXKICHHBIX aHOMaWi; 3)
MATKYI0 (OpMY WIH ITHIMAIOHOBYIO/aUITMHOBYIO anuaypuo. Kpome Toro, pasnugaror pubogiaBuH-
PE3UCTEHTHYIO 1 prO0(IaBUH-UyBCTBUTENBHYIO popmer [13, 14].

IIpn Tskenoil HeoHaTanbHOM (popMe C BPOXKAECHHBIMH AHOMAJIUSAMH, KaK MpPaBUIIO, pPEOCHOK
POKJIaeTCsl HEOHOUIEHHBIM. Y JIeTel ¢ MEepPBbIX JHEH XU3HU Pa3BUBACTCS bIXaTeJIbHbIE HAPYIICHUS
(TaxumHO?, amHoO’), MbIIIEYHAs TUIMOTOHUS, BSUIOCTh, COHJIMBOCTH BIUIOTH JO JIETApruu, pBOTA,
yYBEJIMUEHHUE TEYEHU U CEJIe3€HKH, HEOOBbIUHbIN 3amax mMouu ("MOTHBIX HOT"), Tspkenas aHeMus. YUepTsl
auna  au3Mop@uueckrde, HAOMHUHAIONIME TakoBble NpuU cuHIApoMe llenmbBerepa: BBICOKMH 100,
TUIEPTEIOPU3M, THUIOIJIA3Us JIMLIA MO CPEeIHEH JTUHUM, TUCIUIACTUYHbIE HU3KO MOCAKEHHBIE YIITHBIE
PaKkoOBUHBIL. XapaKTepHbI BPOXKJIEHHbIE MOPOKU PA3BUTHS: MbIIIEUHbIe Ne(EKThl MepeiHel OprolIHOM
CTEHKH, TUIMOCIIA/INs, UCKPUBJIEHHUE TIOJIOBOTO 4ieHa, ""cTona-kayayika'. CMepTh B HEOHATAJIbHBIN EPUO]
(B mepBYIO He/EI0 )KU3HU) Ha (DOHE JIETApTUH U KOMBI.

Heonaranphas ¢opma 0e3 BpOXKAEHHBIX aHOMAUM, TaKk e, Kak M MpeAblaylias, OTIU4aeTrcs
paHHeil MmaHudecTanued, TSOKETbIM TEYEeHHEM U Hepeako Beder K rubenu. Jletw oTCTaloT B
TICUXOMOTOPHOM M (PH3WYECKOM pa3BUTHH. XapaKTEepHO pa3BuTHe Peiie-momoOHOrO cuHapoMa u
KapauomuonaTud. TedeHue 3aboseBaHUs MPHUCTYIooOpa3Hoe. B HEKoTOpwIX ciydasx O0J€3Hb MpHU
OTCYTCTBHUH SIBHBIX KIIMHUYECKHX MPOSBICHUI MOXKET SIBUTHCSI IPUUYMHON BHE3AIMHOM JETCKON CMEpPTH B
panHeM Bo3pacTe [6].

[To3musist dopma oTinmuaercs: Oosiee JierkuM TedeHneM. OCHOBHBIMHM KIIMHUYECKUMU MPU3HAKAMU
SBJIIOTCS: TOIIHOTA, pPBOTA, YBEIMYEHUE II€UEHHU, JKENTyXa, MbIIIeYyHasi Cl1a0oCTb M TUIOTOHMS.
YMcTBeHHOE pa3BuTHE He cTpagaer. [Ipu mosnueil Gpopme 3a0o0sieBaHUS MPUCTYIBI TUIOKETOTHYECKON
TUTNOMIMKEMHH MPOTEKAIOT HETSHKENIO0, OOBIYHO HE COMPOBOXKIAIOTCS METAa0OJMYECKHM aluio30M H
rUIepaMMOHHEMHEH.

Y yacTM MalMeHTOB HAOMIOJACTCsl YIYYIIEHHE COCTOSIHUS MpU HazHadeHuu pudoduiaBuHa
(buomornueckast aktuBHas jgo0aBka) [143]. Buoxumuueckue Mapkepsl ['A2 MOryr coBIaaaTh C
W3MEHEHUSIMHU, BBISBISIEMBIMU NpHU AedekTe TpaHcropTepa pubodiaBuHA, KOTOPBIE XapaKTePU3YIOTCS
3HAYUTENIbHBIMU KIMHHUYECKUMHU YIYULICHUSMU NpPU HAa3HAUYECHUU TepareBTUYECKUX 103 puboduaBuHa
(Obuonornueckas akTuBHas AoOaBka). KpaTkue KIMHUYECKHE OMHCAHUS 3TUX 3a00JIeBaHUN MPUBEICHBI
HUXKE.

BTopuyHble HapyLueHus MUTOXOHApPUaribHOro B -okucnenus XUPHbIX
kucnot/cxogHble ¢ FA2 gpyrue HacnencTBeHHble 3aboneBaHus

H3BecTHBI pAa  HaACICACTBCHHBIX 3&60HeBaHHI>'I, Ipru  KOTOPBIX Ha6JHOI[aeTC$I HU3MCHCHUC

AIMJIKaPHUTUHOB, CXOJIHBIE C HAPYILICHUSIMU B -oxucnemus YKUPHBIX KUCTIOT.
OedunumnTt nepeHocuymka pubodnaBmHa
Cungpom bpayna-Buanerro-Ban Jlaspa (BVVL) (MIM211530) — penkoe HEBPOJIOTHYECKOE

3a00JieBaHMe, KOTOpOE TMPOSBISETCS HEMPOCEHCOPHOM TYroyxXocThio, OynbOapHBIM MapaludoM H
IbIXaTeNbHBIMU HapylleHHssMA. Bo3pacT Hadama BapbHpyeT OT MIIaJeHYeCTBa N0 B3pocioro [124].
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Knuanueckne npusHaku u cuMntoMbel BVVL cxomuel ¢ Gonesnbto danmo-Jlonge (MIM211500),
KOTOpOE€ TEepBOHAYAIBHO pacCMaTpUBAIACh KakK OTAeNbHass (GopMa, HO Temepb H3BECTHO, YTO 3TO
ayutenbHblid BapuanT BVVL [124]. K nanHbiM 3a0ojeBaHusIM NpHBOAAT MyTauuu B reHe SLCS52A3,
KOTOpPBIN KonupyeT nepenocunk pudoduasuna (RFVT3), wim B rene SLC52A2, xoaupytomeM apyroi
nepeHocyuk puboduiaBuHa 1miuaMarudeckol memOpanbl (RFVT2). KimnHuueckue nposiBieHus y
nanuentoB ¢ nepunurom RFVT2 u RFVT3 npaktuuecku HEOTAMYUMBL. Y MHOTHX MAIlMEHTOB C 3TOU
MATOJIOTHEH BBISBIISIOT M3MEHCHHBIN MPOQIIIH AlMIIKAPHUTHHOB B KPOBH, CXOIHbIH ¢ [TA2 [125].

Jia  tepanuu  cuHapoma  bpayHa-Buanerro-Ban  Jlaspa u  OGonesnu  @Danwmo-Jlonga
BbICOKOd(ekTruBeH pruboduaBuH (OHoNOTHYECKas aKTHBHAs H00aBKa) B BBICOKMX /033X, YTO Tpedyer
MPOBEICHUS HCCIeA0BaHUM Uil TupPepeHInaTbHON TMarHOCTUKY TaHHbBIX Hapymienuit ¢ A2 [125].

Oedununt FAD-cuHTasbl (FADS)

Hedpunutr FAD-cunrtassl (FADS) 6b11 Biepseie onucad B 2016 roay B 7 HEpOJACTBEHHBIX CEMbBSX, C
HEBPOJIOTHYECKUMU TIPOSIBIICHUSIMH U OMOXUMHYECKUM TpoduiieM, ykaspiBatonmM Ha ['A2 [126]. Tpu
JICUEHHUS STOM MATOJIOTUH TaKKe MPUMEHSIOT pubodaaBuH (Onosiornyeckas akTUBHas J00aBKa).

Oedununt mutoxoHgpmnanbHoro nepeHocuymka FAD

B 2016 roay 6bu1 onvcan AeUIUT MUTOXOHpUanbHOro nepeHocuuka FAD y 14-netHeil neBouku
C HEMEepeHOCUMOCThIO (pu3nveckux Harpy3ok [127]. JlabopatopHble Mccie0BaHMs BBISIBUIH PO,
noxoxuii Ha ['A2. beun BeisiBieHBI MyTaruu B TeHe SLC25A32, KOTOpBIi KOAUPYET OEIOK U3 CeMENCTBa
TPaHCIPOTEPOB (MUTOXOHApUaIbHOTO nepeHocurka FAD). B 2017 roxy ObuT omricad BTOPOW MAITUEHT C
JAHHBIM HapyIlIeHHEeM, HO 0oJjiee TSKENON KIMHUYECKOM KapTHHOW (aTakcusi, AU3apTpUs, MUOKIIOHYC,
MbIIIIeYHas c1ab0CTh U HEMEPEHOCUMOCThIO (hr3nuecKux Harpy3ok). CocTosHUE MalyeHTa YIyqIlnuioch
mociie npreMa pudodaBuHa (OnoaormuecKas akTuBHas go0aska) [128].

Hudbdepennmansuas amarnoctuka FAOD mnpoBoauTcs ¢ MIHMPOKOM KpyroM 3a0oJieBaHUU
HACJIEICTBEHHOM U 3K30T€HHOM MPUPOJIbl: MUTOXOHIPHATIBHBIMU 0OJIE3HSAMU, CBSI3aHHBIMU C JeeKTaMu
JIBIXaTeIbHOM 1eNM MUTOXOHAPUHN, HACIEACTBEHHBIMU (OpMaMu THIEPTPOPUUECKUX KapAHOMUOTIATHH,
HapyIIeHUSIMH OOMEHa YIJIeBOJOB, MUOTIATUSIMH, OPraHUYECKUMH allUypUsIMU U HapyLICHUSMU LUK
MOYEBHHBI.

Cnenyer mnpoBoauTh auddepeHHaNbHyI0 TUArHOCTUKY C THIIOKCUYECKUMHU MOPAKEHUSIMU
HEPBHOM CHUCTEMBI, BHYTPUYTPOOHBIMU HHQPEKIUSAMHU, a TaKkKe C KapJUOMUONATUSIMH, TIeraTUTaMu
paznuuHoro npoucxoxaeHus [4, 9, 10, 11].

2. [OwarHoctuka 3aboneBaHUMsA WM COCTOSAHMA (rpynnbl 3aboneBaHun wnu
COCTOSIHUW) MeAULMHCKME MOKa3aHWA M NPOTMBOMOKAa3aHMA K NMPUMEHEeHUI MeTo[oB
ANarHoCTUKH

JluarHo3 yCTaHaBIMBACTCS Ha OCHOBAHWU COBOKYITHOCTH KJIMHUYECKUX JAaHHBIX, PE3yJbTaTOB
71ab0paTopHOTO HcciaenoBanus [5, 7].

2.1. XXanoObl U aHaMHe3

IIpu cOope aHamHe3a U >kajnod cieayeT oOpaTUTh BHHMAHHE Ha CIEIYIOIIME >KaJIoObl H
aHAMHECTHUYECKHE COOBITHS:

- OTsroueHHbI ceMeiHbli aHaMHe3 (CXOIHbIE CUMIITOMBI Y POJHBIX OpaTheB U cecTep mpodaHa,
OJIM3KOPOICTBEHHBIH OpaK);

- Ciryyau BHE3aITHOM AETCKOM cMepTH;

- HELLP — cunapom wim skupoBasi TUCTpO(Us ITEUEHH Y KEHIUHBI BO BpeMsl O0epEMEHHOCTH;

1313 95


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaummn — HapyLieHns MMTOXoHAPUanbHOro 6eTa-oKUCeHns XMpHbIX KucnoTt — 2021-2022-2023 (08.11.2021) —
YT1BepxaeHbl MuHuagpasom P®

- Prota (B 1r0060M BO3pacrte);

- Cynoporu (B 11000M Bo3pacre);

- MI3menenue nBera Mouu (KpacHOBaTo-Oypasi Moua) (B JH000M BO3pacte);

- DnM30/b1 HApYIIEHUs! CO3HAHUS (B J1F000M BO3pacTe);

- Onu30/1bl HAPYLUIEHUH cepAeYHOro puTMa (B J11000M BO3pacTe);

- HeHCpeHOCI/IMOCTb JJIUTCIIBHBIX T'OJIOJHBIX IMTPOMEKYTKOB;

- HemmepeHocuMocTh pru3ndeckoil Harpy3ku (B3pOCibie U ISTH CTapIIero BO3pacTa);
- Mermreunsie 00711 (B3pOCIIbIC U ICTH CTAPIIIEro BO3pacTa);

- BeicTpas yromisieMocTh (B3pOCIIbIe U IETH CTapIIEro BO3pacTa);

- 3HI/I3OZ[I)I THIOKETOTHYECKOU TUIIOTINKEMHUHY B aHaMHeE3E.

XanoObl 1 aHaMHE3 TaKKe OIHMCaHbI B pa3zeie "KInHu4YecKas KapTuHa'.
2.2. dusnkanbHoe obcnepoBaHue

IIpu ocmoTpe HEOOX0AMMO OOPATUTh BHUMAHUE Ha OCHOBHbIE KIIMHUUYecKue nposiBiaeHus FAOD:
- COHJIMBOCTB, BSIJIOCT;

- Onu30/1b1 HAPYUIEHUS] COZHAHMUS,

- Cynoporu;

- MpleyHast THIIOTOHUS;

- MplmeyHas ¢j1adocTs;

- bonu B MBITIIIAX Mpu NajabNalum;

- YBenuueHue pa3MepoB MEUYCHU;

- Hapymenue cepaeyHoro putma;

- [Ipu3Haku cep/ieuHON HETOCTATOYHOCTH.

[Toapo6HO nanHbIe (HU3UKATHLHOTO 00CIE0BaHUS OMKCAHBI B pa3jeie "KIMHUYeCcKas KapTuHa'.
2.3. llabopaTopHble AMarHocTuyeckme nccrnenoBaHus

OcHOBHBIE JTa0OpaTOPHBIC METOJBI MOATBEPKIEHUs auarHoza FAOD BximowaroT ompenerncHue
aIUIKapHUTHHOB MeTogoM TMC, aHanu3 OpraHMYecKHX KHCIOT MOYH W MOJICKYJISAPHO-T€HETUYECKUE

ucciacagoBaHuA I'€HOB, OTBCTCTBCHHBIX 3a B'OKI/ICHGHI/Ie JKHUPHBIX KHCJIIOT, MeTa0o0u3M U TPaHCIIOPT
KapHUTHUHA. I[aHHI)IC HCCIICA0BAaHUS ITPOBOAATCA B CIICHUAIIM3UPOBAHHBIX 'CHETHYCCKUX na60paT0pI/I>1x.

- PexomennoBano MccnenoBanue ypoBHsI CBOOOHOTO KapHUTHHA U AIIMIKAPHUTHHOB B KPOBU BCEM
HarMenTaM ¢ KIMHHYSCKMMH CHMITTOMaMH, Xapakrepubivu st FAOD [1, 105, 144].

VpoBeHb yoeauTenbHoCTH 0Ka3aTeabcTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

Kommenrapun: [lna kaxpoit u3 dopm FAOD xapaktepeH CBOW CHEKTp alMJIKAPHUTHUHOB,
npuitoxxenne [3. Huskuii ypoBeHb CBOOOJHOTO KapHHTHHA TaKXKe MOXKET HaONIOAaThCS TPH psae
3aboneBanuii u3 rpynnsl FAOD. Cnenyer oTMETUTb, YTO, €CIIM YPOBEHb CBOOOHOTO KapHUTHHA HU3KUA,
MOBBIIIIEHUE CIEU(PUUECKUX ALMIKAPHUTHUHOB OyJeT HE BBIPAKEHHBIM M 3TO MOXET NPUBECTH K
JIOKHOOTPHUIIATENbHBIM  pe3yibTaTaM aHaiu3a. [Ipu  BBIABICHMH TOpoQMIs  AIMIKAPHUTHHOB,
xapakTepHoro g ['A2 HeoOXoauMo NpoBOIUTH JU(QEepeHIHaNbHYI0 JUATHOCTUKY C JedeKTaMH
MeTabonu3ma puboduaBuHa (cM. Pa3nen Knunnueckast kapTHHa 3a0071€BaHUs WM COCTOSHUS).

ITpaBuna 3a0opa KpoBH Ha GUIBTP MPUBEICHA B IpUiIoKeHuu ['4.

- PexoMeHI0BaHO BCeM IallME€HTaM C KIMHHYECKMMH CHUMIITOMaMH XapaKTCpHbIMU I FAOD
ONpCACIICHUEC COACPIKAHUA OPraHU4YCCKUX KUCIOT B MOYC MCETOAOM ra3oBoi XpOMaTOFpa(I)I/II/I mMmacc-
CIICKTPOMECTPUHN JISI UCKIIFOYCHHUA APYTUX 3a00JIeBaHUI M3 Kjacca HaCJICACTBCHHBIX Ooie3Hell oOMeHa
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BelecTB U auarHoctuku ['A2 [6, 13].
YpoBeHb yOeauTeIbHOCTH JI0Ka3aTesibcTB C (YpOBEHD IOCTOBEPHOCTH PEKOMEHIAINHU — 5).
Kommenrtapuu: B moue y naunenrtoB ¢ FAOD Moryr noBblIaThCsi KOHIIEHTPAMU JUKapOOHOBBIX
KHCJIOT, JIJAaKTaTa, TIyTapoOBOW KHUCIOTHI IO CPaBHEHMIO ¢ pehepeHCHBIMU 3HAYCHUSMU. B OONbIIMHCTBE
CIly4aeB 3TH U3MEHEHUs HecTeln(pUUIHbI, 3a uckiroueHneM ['A2 (nmpunosxenue ['4).

- PexomeHnoBaHO BCeM  MalMEHTaM TIPH  BBIABICHHM  OHOXMMHUYECKHX  W3MEHCHHI,
CBUJETENLCTBYIOIUX B 10yib3y FAOD wuccienoBaHue COOTBETCTBYIOIIMX I'€HOB JUISl MOJATBEPXKICHUS
JIMarHo3a v MpOoBEACHHS METUKO-TeHETUYECKOTO KOHCYIbTUPOBaHuUs ceMbH [9].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTesbeTB C (YpOBEHD TIOCTOBEPHOCTH pEKOMEHIANU — 4).

KommenTapuii: HoBble BapuaHTbl HEM3BECTHOIO 3HAa4YeHHs, TpeOylT (YHKIMOHAIBHBIX
HCCe0BaHUM, HApUMep, Ha KYJIbTYpe KOXKHBIX (UOpP0OOIAcTOB, YTOOBI YCTAHOBUTH, SIBJSIOTCS JIU OHU
MIPUYMHOM 3a0071€BaHHUs.

- PexoMeH10BaHO BceM NaleHTaM C KJIMHUYECKUMHU W/WKi OnoxuMuyeckumu npuszHakamu FAOD
o0l (KIMHUYECKHI) aHaIu3 KPOBHU Pa3BEpHYTHIN (FreMOroOMH, KOJIMYECTBO SPUTPOLIUTOB, I[BETOBOM
MOoKa3aresb, KOJUYECTBO JEHKOLIUTOB, TPOMOOIUTOB, JeiikonuTapHas ¢opMmyiaa U CKOPOCTh OCEAaHUS
SPUTPOLIMTOB) I OLEHKH OCHOBHBIX IIapaMETpPOB KPOBETBOPEHHUS M HaIWYMs BOCHAIUTENIbHBIX
mporeccos [1, 2, 5].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANNHT — D).

- PexoMeH10BaHO BceM MaleHTaM C KIMHUYECKUMHU W/WIH OnoXxuMuyeckumu npusznakamu FAOD
MIPOBECHUE aHaIN3a KPOBH OMOXMMHUYECKOTO OOIIEeTepareBTHIECKOro (CoaepKaHue TITFOKO3bI, 00IIEero
Oenka, OenkoBBIX pakiuid, anpOymuH, C-peakTHBHOTO Oe€iKa, WCCIeOBaHNE YPOBHS OOIIETro
OowmpyOuHa B KpoBH, MccinemoBanue YpOBHS CBOOOTHOTO M CBS3aHHOTO OWIMPYOWHA B KPOBH,
XOJIECTepUHA, TPUIIIMLIEPUAOB, JTUIONPOTEUIOB HU3KOW U BBICOKOHM MJIOTHOCTH (UCCIIEJOBaAaHHE YPOBHS
JUNONPOTEUHOB B KpOBH), IHIeNouHoil (ocdaTa3pl, KpeaTMHHMHA, MOYEBHUHBI, MOYEBOM KHCIOTHI,
aMMOHHUS, ATaHMHAMUHOTpaHC(epasbl (AJIT), acraptatamMuHOTpaHchepasbl (ACT),
ramMmarroramunTpancdepassl (I'TT), kpeatnndochokunazel (KOK), UccnenoBanue ypoBHSI/aKTUBHOCTH
n30(hepMEHTOB KpeaTMHKHHA3bl B KpoBW, JakTarneruaporeHaza (JIAI'), xampums obmero u
MOHHU3UPOBAHHOTO, HATpUs, Kajiusd, Heopranuueckoro docdopa, xeneza, QpeppuUTHHA, MarHus, XJIopa,
MOJIOYHOM KHUCJIOTHI), UHCYJIMHA, MIOKa3aTeNlell KUCIOTHO-OCHOBHOTO paBHOBecus (MccnenoBanue ypoBHs
OydepHbIX BeliecTB B KpoBH, VccienoBanue ypoBHS BOJOpoAHBIX HOHOB (pH) KpoBH), HccienoBaHue
YPOBHS MOJIOYHOM KHCJIOTHI B KPOBH (JIJaKTaTa) C ILEJNbIO OLEHKU COCTOSIHUS IIE€UEHH, MOoYeK, OanaHca
BOKHEHIIMX HYTPUEHTOB MpU AMETOTEpanuu, KalblneBO-(hocPopHOro oOMEHa a TakkKe AJs OLEHKU
pHcka MeTabomyeckoil nekommencanuu [12, 132].

YpoBeHb yOeauTeabHOCTH A0Ka3aTenbeTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

Kommenrtapuu: y mnanuentoB ¢ FAOD wu Haumbonee 3HaYUMO B TMEpUOJ MeTaOOINYECKOM
JCKOMIICHCAIIUM  TOBBIIIAETCS  YPOBEHb  TpaHCaMUHA3, KpeaTHH(GOCHOKHHA3Bl,  HaOIIOAaeTcs
TUMNOTIIMKeMHsT U MeTaboiuueckuid anuao3. llepedeHb OCHOBHBIX JaOOPATOPHBIX HCCIIEIOBAHMIA,
KOTOpbIE MOTYT TIOMOYb B OKa3aHWU MEIUIIMHCKOMN MOMOIIYU MPHU COCTOSHUU OCTPOH MeTabOIU4ecKOn
JIEKOMIICHCAIIUU, TIPUBEIEHBI B Mpuioxernn ['18.

- Pexomennyercs ompeneneHue J1aOOPaTOPHBIX IMOKazaTesiel (KUCIOTHO-IEIOYHOTO COCTOSHHS
kpoBHu (MccrnenoBanue ypoBHs OydepHbIX BellecTB B KpoBH, VccnenoBanrue ypoBHsS BOJIOPOIHBIX HOHOB
(pH) xpoBu), HccienoBaHUE YpOBHS MOJOYHOM KHCIOTHI B KPOBM (JaKTaTra), TIIIOKO3a, 3JIEKTPOIMTHI
(xanmuii, HATPUM, KaJIBLUUI MOHU3UPOBAHHBIN, XJIOP) B MEPUOJ U NMPH MOJO3PEHUHM HAa METa00oIMYeCKUn
KpU3 MalUeHTaM C KIMHUYECKUMHU W/WiM OuoxuMudeckuMu npusHakamu FAOD c¢ 1enpio oneHku
COCTOSTHHS 1 CBOEBPEMEHHOH KoppeKuuu tepanuu [12, 132].

VYpoBeHb yOoeauTenbHOCTH AoKa3aTenbeTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 4).
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- PexomMeH10BaHO BCEM NalMEHTaM C KIMHUYECKUMHU W/WUIH OMOXUMHUYECKUMH Tpu3Hakamu FAOD
oOmmii (KIMHUYECKUI) aHaM3 MOYH, OIpPENEICHUE KETOHOBBIX TEN /sl OLEHKH COCTOSHUS
MOUYEBBIBOISIIUX MyTeH u mouek [1, 2, 5].

YpoBeHb yOeauTeIbHOCTH J0Ka3aTesbcTB C (YpOBEHD IOCTOBEPHOCTH PEKOMEHIAINHU — 5).

KoMMeHTapuu: B CBSI3H C BBICOKAM PUCKOM Pa3BUTHS MHTCPKYPPEHTHBIX HHPEKINN y TTAIIMCHTOB C
FAOD pexomeniyercs: IpoBeIeHUE JAaHHOTO HCCIIEI0BAaHUs HE pexe 5 pa3 B Ioj

- PexomeHyeTcs BceM IMalMEHTaM € IATOJIOTMEW CEepAECYHO-COCYIUCTON CHCTEMBI MCCIEIO0BAHUS
ypoBHS N-TepMHUHAJIBHOTO (PparmMeHTa HaTpuifypeTrueckoro mponentuaa mo3roBoro (NT-proBNP) B
KpOBU Uil CBOEBPEMEHHOW JIMarHOCTHKU CEpJACYHOM HEJOCTAaTOYHOCTH, JU(pPepeHLHaTIbHON
JMarHOCTUKH C OJBIIIKOW, BBI3BAHHON pPECUPATOPHBIMU HApYILIEHUSMHU, JUISI PELIEHHs BOIPOCOB O
cTapTe/KOPPEKIK KapIuoTporHo# Tepanuu [11, 133].

YpoBeHb yOoeauTeIbHOCTH J0Ka3aTesIbeTB C (YpOBEHB TOCTOBEPHOCTH peKOMEHIANU — 4).

2.4. MHCTpYMeHTa.HbeIe AnarHoctu4yeckme nccriegqosaHus

- PexoMeH10BaHO BceM MaleHTaM C KIMHUYECKUMHU W/WIH OnoxuMuyeckumu rpusznakamu FAOD
npoBeaeHrne OKI' m OxoKI' 11 OmeHKM COCTOSHMS ceplua, NpU HAIWYAM HapylIeHUs pUTMa U
MPOBOIMMOCTH MIPOBEICHNE X0ATepoBCKOro MouutopupoBanus DKI [11, 97, 109, 129].

YpoBeHb yOoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH pEKOMEHIANU — 4).

KommenTtapun: perynsprHoe mnpoenenue OKI, 3Oxo-KI, HeoOxomumo mammeHTaMm JaHHOU
MIaTOJIOTMEH, TaK KaK C PAHHETO BO3pacTa y HUX OTMEYAIOTCS CEPACUYHO-COCYIUCThIE HAPYIIEHUS.

B cootBerctBum ¢ Ilpukazom MunzapaBa P® ot 13 oktsa6ps 2017 r. N 804n "OO6 yTBepk)IacHUU
HOMEHKJIATYpbl MEAMLMHCKUX YCIYr': MOHMTOPUPOBAHHME HIIEKTPOKapAuOorpauyeckux JaHHBIX,
XOJTEepOBCKOE MOHUTOPHPOBAHHUE CEPAECYHOIO PHUTMA, paclIM(pOBKA, ONMMCAHUE M MHTEpPIpETaLMs
NIEKTPOKAPANOTpapUUECKUX TaHHBIX, PETUCTPALIMS IEKTPOKAPIUOTPAMMBI.

- PexomenioBaHO BceM MalMEHTaM C KIIMHMYECKUMU H/WIH OMOXUMUYECKUMH TTpu3HakamMu FAOD
ynbTpa3BykoBoro  uccienoBanus  (Y3M) opraHoB — OpromHOW  MOJOCTM W MMOYEK  JUIA
HCKJTFOUCHHSI/TIO ATBEP:K ICHHS [TATOJIOT MU TeueHH U modek [9, 12, 13, 15, 145].

VYpoBeHb yoeauTeIbHOCTH J0Ka3aTelIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANHT — D).

- Pexomeni0BaHO BCEM MalMEHTaM C KIMHUYECKUMHU H/WIM OMOXUMHUYECKHMU Npu3HakamMu FAOD
MPOBEJCHUE HCCIEAOBAHUS COCTOSIHUS TJIQ3HOTO JIHA C IIEJIbIO BBISBJICHHS NMUTMEHTHOM JeTeHepaluu
ceruarku [1, 2, 5].

YpoBeHb yOeauTeabHOCTH A0Ka3aTenbeTB C (YypoOBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

2.5. Hble gnarHocTn4yeckmne nccnengoBaHus

KOHchILTaL[I/II/I CIICHHUAIIMCTOB MOTYT OKAa3bIBATHCA ITAUCHTAM Ha Pa3HbIX JTallaX OKa3aHUA
MEIULIMHCKOMN IIOMOIIH, B TOM YHCJIC B IICPUO A ANATHOCTUKHU 3a00J1eBaHUS.

- PexoMmeHayloTCS TMpH MOCTAHOBKE JOHAarHO3a TAlMCHTAM C  KJIMHHYECKUMH  W/WIH
onoxuMudeckumu TpuzHakaMu FAOD mpuMeHsATh MYIbTHANCIUIUIMHAPHBIA MOX0J BBHIY TOTO, YTO
3a00JIeBaHMs XapAKTEPH3YIOTCS MOPAKEHHEM MHOTHX OpPraHOB M CHCTEM, TpeOyeT KOMIUIEKCHON
Tepamnuu, YTO JAUKTYeT HEOOXOJUMOCTh COBMECTHOTO BEICHHS MAIMEHTa CICIHATUCTAMH DPa3HBIX
npodmuieii [12, 13, 15, 145].

VYpoBenb yoeauTenpbHOCTH pekoMenaaruii C (YpoBEeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KomMeHTapuu: oKa3aHbl IEPBUYHbBIE KOHCYIBTAIIMK U TIOBTOPHBIE KOHCYJIBTAIIUH Bpavya-reHETHKA,
Bpaya-oTaibMOJIOra,  Bpada-HEBpPOJOTa,  Bpaya-IMETOJIOTa,  Bpada-raCTPOIHTEPOJIOra,  Bpaya-
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SHJIOKPUHOJIOTA,  Bpaya-KapauoJiora, Bpaya-JETCKOTO  KapauoJiora, Bpada-Hedpoiiora, Bpada-
neauarpa/Bpada-TepaneBra/Bpaya oOmeld NPakTHKU (CEMEMHOTO Bpada), a TakKe Bpaued Apyrux
cneuuanbHocTedl manuentaM ¢ FAOD, nmeromuM HapymeHus: (yHKIUH COOTBETCTBYIOIIUX OPraHOB H
CUCTEM.

3. JleyeHue, BKNro4asn MeOAUKaAaMEeHTO3HYI0O U HeMeaAUWKaMEeHTO3HYH Tepanuu,
AuvneTtToTepanuio, obGe3bonuBaHne, MeAUUMHCKME MNOKa3aHUA WU npoTUBONOKa3aHuAa K
npuMeHeHNno MeToa0B Jle4YeHUusA

3.1. O6wme pekomeHaauum no guetotepanum naumeHtos ¢ FAOD

Crparerust nedenusi nanueHToB ¢ FAOD HOCUT KOMIUIEKCHBIH XapakTep, B €0 OCHOBE JIEKUT
KOppEKIUA MeTa00IHIECKUX HapyHIGHI/Iﬁ moCPpEACTBOM OMETHI, KOTOpAsA 3aKIIOYaCcTCA B CHWKCHUU
MOTPEeOJICHNs THUIIEBbIX KUPOB B KAueCTBE PE3EPBHONM COCTABJISIONIEH TKAHEBOW OMOIHEPreTHKH,
MHWHHUMU3aAIlNN KaTtaboamu3Ma JKUPHBIX KHCJIIOT WM YMCHBIICHHMM HX 3HAYMMOCTHU IJId BOCIIOJIHCHUA
SHEepro3aTpar KIETKU ¢ 00ecliedeHHMEM HOpPMAalIbHBIX MPOIIECCOB aHAa0OJM3Ma, POCTa U HYTPUTHBHOIO
craryca. [7aBHas 3ajaya JUeTOTEpaliid — O3TO NpOoQUIAKTHKA TOJOJAHUS, MpPerylnpexaeHue
TUIIOTTIMKEMUHU W MHUHHUMAJIBbHO JONYCTUMOEC CHHKXCHUEC IIOCTYIUICHUA C rmmeﬁ IIaTOI€CHETUYCCKU
S3HAYMUMBIX )XHPHBIX KUCJIOT U UX HCTOUYHHUKOB.

[locTyruieHne NOCTaTOYHOMW SHEPTUM 3a CUYET YIJIEBOJOB SIBJISETCS KIIOYEBHIM MOMEHTOM B
muerorepanuu FAOD. Ipouecc anabonu3ma nogaBisieT OKUCICHUE JKUPHBIX KUCJIOT U CHUKAET YPOBEHb
UUPKYIUPYIOUINX Al[MJIKAPHUTUHOB. Pacder KaJopuilHOCTH MUTaHUS JO0JDKEH 00ecreunBaTh aJIeKBaTHOE
MOCTYIUJIEHUE SHEPTUH, IPENATCTBYS KaTaboJIu3My, U B TO K€ BPEMs HE IPUBOJUTH K MEPEKAPMIIMBAHHIO
U K nartonorudyeckoi mpubaBke Beca. [lo pe3ynpTaTaM NpOBEIEHHBIX HCCIENOBAHUN y MALUEHTOB C
FAOD 06bLr 0OTMEUCHBI ClIeAyoIIne 0CoOOeHHOCTH MeTabomu3ma [81]:

- 0oJiee HU3KHE SHEPro3aTparsl;

- IPEUMYLIECTBEHHOE OKUCIICHHUE YIJIEBOAOB AJIS ITOJIyYEHHs SHEPTHH;

- HA3Kas MBIIIIEYHAs Macca Teja U OoJIblIas AKUPOBas Macca Tela.

- Pexomenayercs wu30erarb JUIMTEIBHOTO TOJOJaHuUs BceM mnamueHtaM ¢ FAOD  mns
[IPEIOTBPAILCHHs Pa3BUTHs MeTaboIndeckux Kpu3os [11-14, 145].

VYpoBeHb yOoeauTeabHOCTH g0ka3atenbeTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

KomMmenTapuii: B npuiiokeHuun ['5 cyMMUpOBaHBI PEKOMEHJIAUUU IO MPOJOJIKUTEIBHOCTH
MIEPHOJIOB TOJIOJIAHUSI B COOTBETCTBMU C Bo3pacToM. OJHAKO yKa3aHHbIE 3HAYEHHUS NPUMEHUMBI K
3I0POBBIM JETSM U CTAOMJIBHBIM COCTOSHUSIM, KOTJIa B YCIOBHUSIX HOPMOKAJTIOPUHHOTO MUTAHUS THEBHBIC
3amachl TJIIMKOTE€HA HCIOJB3YIOTCA B MEPUOJ MPOAOIKUTEIHLHOIO HOYHOTO TOJIONAHUS Uil MPOAYKLIUU
r10K03b6l. He00X01MMO yunuThIBaTh MHAWBHIyalIbHBIE 0COOEHHOCTH peOeHKa, /Uil HEKOTOPBIX MAI[MEHTOB
TpeOYIOTCS MEHBIIINE WHTEPBAIIBI MEXKAY MPUEMaMU MUILHU I COXPAHEHUS CTAOUILHOTO COCTOSIHUA.

Haunnast ¢ 8-12 mecsiiieB, ¢ Leibl0 MpeAOTBpallleHuss KaTaboiau3mMa B HOYHOW MEPHUOM, MOMXKHO
JaBaTh Mepel] CHOM KyKypy3HbI kpaxmain (1 r/kr/meHs (pa3BeieHue kpaxmaia B AETCKOH CMECH WU B
Boje 1:2), mpu perucrpanyy TUMNOTJIMKEMHH B HOYHBIE Yachl BO3MOYKHO JOIMOJIHUTEIBHOE BBEACHUE
KpaxMaja B TOU ke J103€) AJisi 00ecreyeH s IOCTYIIICHUS aJleKBaTHOM YHEPTUM B TEUCHHE HOYH, JaHHAs
TaKTHKa OOBIYHO UCHOJNB3YeTCS TOJHKO y MAlMEHTOB C TKEIBIM TEYCHHEM 3a00JIeBaHUs, CKIOHHBIX K
runornvkemMur. B mpunokenun ['6  mpuBeneHBl CPeIHECYTOYHbIE HOPMBI  (U3UOIOTUYECKUX
noTpeOHOCTEH B SHEPIUU AT IeTeH.

- PexomeHn1oBaHO Ha3HaueHue quetorepanuu BeceM nanuenram ¢ FAOD (xpome MCADD, SCADD,
CHUCTEMHOM HEJOCTAaTOYHOCTU KapHUTHHA) MOCJIE YCTAHOBIEHUS TOYHOTO JUAarHo3a C LENbI0 CHUKEHUS
PHUCKOB BOBHUKHOBEHHUSI METa00OIMUECKOM ekoMIeHcaruu [ 11-14].

VYpoBeHb yOeauTenbHOCTH AoKa3arenbeTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 4).
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KommeHnTapuu: B 3aBUCUMOCTH OT ()OpPMBI 3200J1€BaHUS PEKOMEHIYIOTCS pa3Hble CXEMBbI JiedeHus. B
npuiokeHuu ['7 mpuBeieHbl OCHOBHBIE PEKOMEHJALIMH 110 COOTHOLIEHUIO KUPOB U YIVIEBOJIOB B JIUETE.

3.1.1. JlleyeHmne naumeHToB ¢ FAOD B nepuoa MHTEPKYPPEHTHbIX UH(EKLMA

VY nauuentoB ¢ FAOD »snu3onsl MeTaboiaMuecKod JAEKOMIIEHCAIMM MOTYT HaOoIaTbea IpH
MHTEPKYPPEHTHBIX 3a00JI€BaHUSAX, FACTPOIHTEPUTE.

- Pexomennyercs mnojnepKuBaTh BBICOKOE MOTpeOJIEHHWE YIJIEBOJAOB BO BpeMs JHOOOro
MeTaboJIMIecKoro crpecca BceM manueHtam ¢ FAOD i npenoTBpaiieHust pa3BUTHST METa00TMIeCKOTO
kpu3a [110].

Yposens yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTEILCTB — D)

KommenTtapun: Hamutkun ¢ 20-25% pacTBOpOM JAEKCTPO3bl WM KYKYpY3HOTO Kpaxmaia
(KyKypy3HBIH KpaxMaJj — MalueHTaM CcTaplie 8 MecsIeB KU3HU B Pa30BOM J03€e | I/Kr) ciieqyeT HauuHaTh
MIpH TIEPBBIX MpH3HAaKax 3a00JIeBaHUs, a 3aTeM PaBHOMEPHO paclpeneNiTh B TedeHue cyrok. s tex
MAIEHTOB, y KOTOPBIX YCTAHOBJIEH 30H] IPOBOJUTCS HEMPEPHIBHOE DSHTEPAITBbHOE MUTAHWE WIH
MOBTOPHBINA OOJFOC MHUTATEFHOTO PAaCTBOPA, YK€ HCIOIB3YyeMOT0 HOYBIO, MOXKET OBITh TPEITIOKEH B
TEYEeHHE BCETO JHA. B ciydasx KIMHUYECKOTO YXYAIICHHsS C OTKa30M OT €bl, pBOTOH, HeoOXoanma
rocruTanu3anys ajs nposeaeHus nHpysuonHoi tepanuu (Ilpunoxenue 1'9).

3.1.2. PekomeHpgauum no ne4vyeHuro nauymeHtoB ¢ FAOD B nepunon metabonuuyeckomn
AeKoMneHcauum

V¥ Bcex nanueHToB ¢ FAOD, He3aBUCMMO OT Halu4us WJIA OTCYTCTBUSI KIMHUYECKHX CHMIITOMOB,
KaTabOIMYECKUE COCTOSIHUS TPEOYIOT MPUMEHEHHUS PEKMMa HEOTIIOKHON CUTYAIIHH.

CocrosiHue MeTabOIMYECKOTO KpH3a SIBJSICTCS MOKa3aHUEM JJIA TOCHUTAIU3alMA M TPOBEACHHS
WHTCHCUBHOMW, B TOM 4HCIIe WH()Y3MOHHOW Tepamuu, KOTopas IOJDKHA HAauYWHATHCS HE3aMEITUTENBHO.
TakTuka nedeHUs AeTed B TEPHOJ KpH3a BKIIOYACT JIOMOJHUTEIBHOE BBEICHUE ACKCTPO3BI** st
SHEPTreTUYECKOW TMOICPKKA M YMEHBIIICHUS WHTCHCHBHOCTH TIPOIIECCOB KaTaboJmM3Ma, KOPPEKITHIO
MEeTa0O0JIMYECKOr0 aIK103a, THIEPAMMOHHEMHH M BOJHO-AJICKTPOJUTHBIX HApYIICHUH, KOPPEKIIHIO
JTUETOTEPATTHH.

YcTpaHeHue THUIOTJIMKEMHUHW HM  OHEPreTUYECKOW HEAOCTaTOYHOCTH HMMEET IEePBOCTEIICHHOE
3HAYEHUE JIJIs1 COXPAHEHUA KU3HU U 370pOoBba nareHToB ¢ FAOD.

- PekoMeHIyeTcss BHYTPUBEHHOE BBEJCHUE PACTBOPA JACKCTPO3BI** 10N KOHTPOJIEM €€ YPOBHS B
kpoBu maigenTam ¢ FAOD nipu pa3sutuu Metabonudeckoro kpusa [5, 12, 52, 130, 150].

VYpoBeHb yOeauTeabHOCTH A0Ka3aTenbeTB C (YypoOBEHb JOCTOBEPHOCTH PeKOMEHAAINN — 4).

KomMmenTtapuu: BHyTpuBeHHOE BBeIEeHHE pacTBOpa JIEKCTPO3BI™* U3 pacyera: HOBOPOKICHHBIE U
ety 1o 3-x getr 10-12 mr/kr/muH, ot 3 o 10 ner 8-10 mr/kr/mun, crapme 10 get 5-8 mr/kr/mun. Ilpu
CHIDKEHHE TIIIOKO3bl HUKE 2,5 MMOJIB/J B KPOBU HEOOXOAMMO BHYTPHUBEHHOE cTpyiiHoe BBeaeHue 10%-
25% nexcTposbl** u3 pacuera 2-3 MII/KT, Jajee MepexoasT Ha BHYTPUBEHHOE KarenbHoe BBeneHue 10%
JIEKCTPO3bI** CcO CKOPOCTHIO 7-9 MI/KI/MHUH 10 HOpMaJIU3allud YPOBHS TIOKO3bI B KpoBH.) HazHaueHwue
JEKCTPO3bI** He TOIBKO BOCIOJIHAET TKAaHEBOW SHEPreTHUECKUU NedUIUT, HO U MOAABIAET JTUIMOIU3 U
CHIDKAET MPOIYKIHIO TOKCUYHBIX IEPUBATOB KUPHBIX KUCIIOT.

HeoTnoxxHyro BHYTpUBEHHYIO TEPAIMHIO ClIeyeT HAYMHATh KaK MOKHO paHbIlle IpU 0oJee THKEIbIX
COCTOSIHUSIX, C BBICOKOI TeMIiepaTypoi, MOBTOPSIIONIEHCS PBOTOM UITH TSDKEIBIM TaCTPOIHTEPUTOM.

PactBopbl 111 BHYTpUBEHHBIX MHOY3HH, coaepxkamue 10% pexctposy** (unm Gonee) criemyer
WCIOJIb30BaTh Ja)Ke MPH HOPMAJIBHOM YPOBHE TJIIOKO3bI B KpoBH. [lanmentsl ¢ FAOD momHOCTBHIO
3aBUCST OT TIIOKO3BI JIJIsl CBOUX DHEPTETUUYECKUX TOTPEOHOCTEH U ee 3amac MOKeT ObICTPO UCTOLIATHCS.
Ecnu y maruenTa pa3BuBaeTcCsl 3HAUMUTEIbHAS TUMEPIIIMKeMHus (HampuMep, YPOBEHb TUIFOKO3bI B KPOBU
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6ompire 250 MI/ai) ¢ TIIOKO3ypUel U UMEIOTCS MMPU3HAKH META00IMUECKON JEeKOMITICHCAIIUH, TO CICIyeT
paccMOTpeTh BO3MOKHOCTh Hadana WHQY3UU #UHCYIHMHA (MHCYJIMH PACTBOPUMBIN (U€IOBEUECKUI reHHO-
WH)KEHEPHBI) **) BMECTO CHM)KEHHUSI CKOPOCTH MH(Y3UHU AEKCTPO3bI**, criocoOCTBYs aHAO0IUYECKOMY
cocrosiauto. HauanpHast no3a st uady3uu uacynuHa coctasiser 0,01 ME/kr/muH. YpoBeHb HHCYNIMHA
CIIeIyeT TUTPOBATh, YTOOBI OICP)KUBATH YPOBEHbD IIIFOKO3bI B KpoBH Mexay 100 u 150 mr/mn [153].

Cregyer OTMETUTh, 4TO HH(QY3Us1 00Jiee KOHICHTPUPOBAHHOIO pacTBopa AeKcTpo3br** (15-25%)
npu 0oJiee HU3KOH CKOPOCTH MH(Y3UU OCPEICTBOM LIEHTPAIBHOTO KaTeTepa MOKET MOTPeOOBATHCS PU
HEJOCTATOYHOW cepaedHod ¢yHkumu. Kpome Toro, ciieayer coOoIaTh OCTOPOXKHOCTH —IIPH
MpEeKpaIleHu! BHYTPUBEHHON MH(Y3UU — HEOOXOAMMO MEIJICHHO CHMKATh CKOPOCTh, YTOOBI M30€KaTh
COCTOSIHUSI PEaKTUBHOW TUTIOTJINKEMUH.

- PexoMeHnayeTcst KOppekius MeTaboIn4ecKoro anuao3a (Ipu ypoBHe OMKapOOHATOB CHIBOPOTKU
kpoBu < 16 MOkB/n) narmentam ¢ FAOD nipu pa3Butuu MeTabonundeckoro kpusa [5, 12, 52].

YpoBeHb yOoeauTeIbHOCTH JI0Ka3aTesIbeTB C (YpOBEHB IOCTOBEPHOCTH pEKOMEHIauu — 4).

KoMMeHTapuu: coriacHO KJIMHUYECKMM PEKOMEHJAIMsAM IO HHTEHCUBHOM Tepanmuu AepUIuT
OuKapOOHATOB KYyMUpYeTCsl MYyTeM BHYTPUBEHHOTO BBEJIEHUS IIEJIOYHBIX pPAacTBOPOB: HATPHS
ruapokapOonar™*. Harpus rugpokapOonat™** npumensiercs B Bune 8,4% u 4,2% pactBopa ans yno0cTsa
nepepacuera Ha MMoib NaHCO. Ero mo3upoBka (Mmoub) ompenensiercss mo gopmyne: (-BE) x macca
tena (kxr) x 0,3. Taxke nmanueHTaM MOXeT ObITh HA3HAYEHO IIEJIOYHOE MUThE — PAcTBOP COJbI U3 pacueTa
Y-1 gaitnas noxka Ha 200 MJ1 BOJIBI, IIETIOYHBIE MUHEPAIHHBIEC BOJIBI.

B 3aBHUCMMOCTH OT TSKECTH COCTOSHMS Kaxiaple 6-12 4YacoB KOHTPOJHUPOBATH IMOKA3aTENH
KHCIIOTHO-OCHOBHOT'O COCTOSIHHSI KPOBH, YPOBHSI HaTpus M Kanus B KpoBW nanumeHtam ¢ FAOD mnpum
pa3BuTHH MeTaboaudeckoro kpusa [5, 12, 13, 14].

- PexoMenmyeTcs KOppeKIHMsi BOAHO-3JIEKTPOJUTHBIX HapylieHuid mnanueHtam ¢ FAOD npu
pa3BUTHH MeTaboaudecKkoro kpusa [5, 12, 145].

VYpoBeHb yOoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANH — 5).

KoMMeHTapuu: mnpu COXpaHSIOLIEHCS TUNOTHApATallMd MPOBOAUTCS IIyTEM BHYTPUBEHHOIO
BBeseHus Hatpus xnopuaa*™* 0,9%). OgHako HEOOXOIMMO UMETh B BUY, YTO IJIaBHBIM MEPOIPHUSITHEM B
KOMILJIEKCE MHTEHCHUBHOM TepanuM SIBJISIETCS BBEJIEHUE PACTBOPOB AEKCTPO3bI U IIETIOUYHBIX PACTBOPOB.

- PexoMeH10BaHO: Ha3Ha4YeHUEe HATpHs OeH3oaTa (OMOJIOTMYECKH aKTHUBHAs J00OaBKa) NMPH YpOBHE
amMmMuaka B KpoBu Beimie 200 Mxmoub/n manmueHtaM ¢ FAOD mpu pa3BUTHH MeTa0OJMYECKOTO Kpu3a
[152, 154].

VpoBeHb yoenauTenbHOCTH goka3aTeabcTB C (YpOBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

Kommenrapuu: Hatpust Genzoar (OMonoruyecku akTHUBHas J00OaBKa) HAa3HA4YaeTCsl M3 pacyeTa oOT
250 mr\kr\B cyTku. (MakcuMaibHO 10 500 MI/Kr/cyT, eciu Macca Tena npesbimaet 20 Kr 10 5,5 r/m?/cyT)

KonTponb ypoBHS amMMuaka JODKEH MPOBOAUTHCS Kaxable 6-12 yacoB. OcCylecTBIsAIOT
00s13aTeNIbHBIA KOHTPOJIb YPOBHSI HATPUs M Kallusl B KPOBH He pexxe | pa3a B 2 yaca.

CornacHO MEXIyHApOJHBIM pPEKOMEHJALUSAM [0 JICYCHHIO TUIepaMMOHHUEMHMH IOKa3aHO
BHYTPUBEHHOE BBEJCHHE IIpEMapaToB, CBSA3BIBAIOIIMX AaMMMaK, OJHAKO B HAcTosllee Bpems Ha
tepputopun P® naHHBIE JeKapCTBEHHBIE CPEACTBAa HE 3aperucTpupoBaHbl. [losToMy Bce mpemnapartsl,
CBSI3bIBAIOIIME aMMHMaK, sBIsitoTcs mnpenaparamu off-label unm He 3aperucrpupoBaHbl U TpeOyrOT
odopmieHHs BpaueOHOW KOMUCCHH M COTJIACHs POAMTENIEeH/3aKOHHBIX MpeACTaBUTeNeH U namuenTa ¢ 15
net. [Tpuem naHHBIX penapaToB P FMIIEPAMMOHUEMHUHN HEOOXO0UM MO KU3HEHHBIM NIOKAa3aHUAM

- PexoMeHayeTcss KOppeKIUs IUETHYECKUX MeponpusaTuil BceM mnauueHtaMm ¢ FAOD B nepuon
METaboIMIEeCKOro KpH3a C EeNIbi0 KOMIICHCAIUU TaHHOTO cocTosHus [1, 105].

VYpoBeHb yOeauTenbHOCTH AoKa3aTenbeTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

Kommenrtapun: Ilpy VLCAD, LCHAD nuetnueckue OrpaHUYEHHs IIPU KpU3E: IOJTHOCTBIO
UCKIIIOUUTHh MOTpeOJeHne KHMPOB Ha MEpHoA OcTporo Kpusza (Ha 24-48 dacoB), jgajiee BBOJUTH
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MUHHMAaJbHOE KOJMYECTBO CPEIHELENOYEUHbIX JKUPOB IPU COXPAHEHUHU BBICOKOM KaJOpUMHOCTH (HE
menee 100-115 xkan/kr) pamwoHa B OCHOBHOM 3a CUET YIJICBOJOB; H30eraTh TOJOJAHUS, KOT/a
MpeKpaIarTcs HHQY3UH.

- PekomeHyeTcs MCIONIB30BaTh MPUEMIIEMBI SHTEPATbHBIN CIOCO0 KOPMIICHHS sl MAIMEeHTa C
FAOD st npenoTBpaiieHus pa3BuTHsi karabommueckux coctosimii [1, 105].

YpoBeHb yOoeauTeIbHOCTH J0Ka3aTesbeTB C (YpOBEHD TOCTOBEPHOCTH PEKOMEHIAINHN — 5).

KomMmeHTapuu: caMoCTOSATENFHO Yepe3 poT, Yepe3 30H WIH TacTPOCTOMY.

Kopmnenne wyepe3 HazoracTpalbHBI 30HJ B paMKax JOJITOCPOYHOW TEpamuu, B IEJIOM,
HEXXEJaTeIbHO, HO PEKOMEH/IYETCS B YCIOBHUSX 3a00JIeBaHHMS Ha HAYaJbHOM JTare METabO0JINYecKOTro
HapymeHus. B moBceHEBHOW MpaKTHKE HAa3HAYCHHE NEKCTPO3BI™* MM KyKypy3HOTO Kpaxmala depes
poT He TpedyeTrcs, a MPUMEHSETCST TOJIBKO MPH yYrpo3€ BOZHUKHOBEHHUS MM BO BpeMsI METabOINIECKOTO
KpH3a.

- B cinyyae HeoOxoaumocTH BBeaeHUS snuHeppuHa™* BceM mamuentam ¢ FAOD pekomeHI0BaHO
ero BBeneHue BMecte ¢ 10% pactBopom aekcTpo3sr™* [97, 151].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANHT — D).

KomMmenTtapun: DnunedpuH** MOXKET CTUMYIMPOBATH JIUIIOJIU3, TOSTOMY MPU HA3HAYEHUU 3TUM
JETSM CIeayeT J00aBIATh NeKCTpO3y™ *

Mex1yHapoAHbIE KIIMHUYECKUE PEKOMEHIAIUU 110 JIEYEHUIO pa3paboTaHbl TOJIBKO JJISl OTJENIbHBIX
dbopm FAOD — nedekrax cpemHENENOUYEYHOW NETHAPOTEHA3bl KUPHBIX KHUCIOT W JUTHHHOIICTIOYEYHOU
JeTuporeHasbl KUpHbIX KUCIOT. Jns apyrux ¢gopm FAOD pexomenpauuu mno AMETOTEpanuud MOTYT
pa3nuyathCs B pasHbIX CTpaHax. Hipke mpHBOISATCS OCHOBHBIE PEKOMEHIAIMM, KOTOPbIE MO MHEHHUIO
paboueli TpyNIbl ABJISIOTCS HAOO0JIEE TIOTHBIMHU.

3.2. PekomeHgauuu no Tepanum otaenbHbiX coopm FAOD

B 3aBucuMocT OT mnepBUYHOrO MeTaboinyeckoro pAedexkra MOAXOAbl K Tepanud MOTYT
CYIIECTBEHHO Pa3jNyaThCs WM UMETh MUHOPHBIE Pa3TUUHUsL.

3.2.1. PekomeHaaumMm no ne4eHnr0 CUCTeMHON HeAOCTaTOYHOCTU KapHUTUHA

- He pexomeHIOBaHO Ha3Hau€HUE CIEUUAIBHONW JUETOTEpAlUU MalUeHTaM C CHUCTEMHOMU
HEJOCTATOYHOCTBbIO KapHUTHHA, MOCKOJbKY BEAYIIMM MAaTOI€HETUYECKUM MEXaHU3MOM pa3BUTHUSA
3a00JIeBaHMs sIBIIIEeTCA AePHUIMT KapHUTHHA [82].

VYpoBeHb yOeauTeabHOCTH A0Ka3aTenbCTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHIAINH — 5).

KoMMeHTapuu: BOCHOJHEHHE KapHUTUHA SIBJISETCS OCHOBHBIM METOJOM JICYCHHS JIaHHOM
natoyiorud. Takke manueHTam cieayeT u3berath nepepbiBOB B MpUeMe MUIIHU (CM. 00II1e PEKOMEHIAINH
st FAOD wu Tpunoxenue ['4).

- PexomenmoBano HazHaueHue #iaeBokapHUTHHA B 103e 50-400 Mr/Kr/cyTku, BceM MalMeHTaM C
MOATBEPK/IEHHON MEPBUYHON HEIOCTATOUYHOCTBHIO KAPHUTHHA C LIEJIbI0 CHUYKEHUE PUCKA BOSHUKHOBEHUS
THIIOTJIMKEMHUYECKHUX 313008 [54, 82, 155].

VYpoBeHb yOoeauTeabHOCTH A0Ka3aTenbCTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHIAINN — 5).

Kommenrapuu: #JleBokapHUTHH HazHadaloT B J03e 50-400 Mr/kr/cyTku, pa3feleHHOH Ha TpH
npuema. TouHas 1032 #IeBOKapHUTHHA JOJKHA OBITh CKOPPEKTUPOBAHA B 3aBUCHMOCTH OT YPOBHS
KapHUTHHA B Iu1azMe. KOHIIEHTpanuio KapHUTHHA ClIeyeT U3MEpATh KaKk MUHMMYM uepe3 4 4 mocie
MOCJIETHETO TMpHeMa mpenapaTta. KoHIEeHTpaius CBOOOJHOTO KapHUTHHA Yy MAlMEHTOB C MEPBUYHBIM
neUIIMTOM KapHUTHHA COXPAHSETCS HUXKE HOPMBI Jake Tpu ero mpumeHenuu [14]. He cymectByer
YCTaHOBJIEHHOTO "TepaneBTUYECKOr0" ypOBHs, KOTOPOTO CIENYeT JHOCTUTHYTh U aIeKBAaTHOM CUUTAETCS
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KOHIIEHTpauusi cB0O0AHOro KapHuTHHA > 20 MKM. YpoBeHb KapHUTHHA B IUIa3Me ObICTPO MajaeT mocie
IIPEKpALLEHUs] Tepanuu #JIeBOKapHUTUHOM M 3aTEM IPOUCXOAUT HUCTOILEHUE €ro 3amaca B TKaHIX. JTO
OOBSICHAET, MOYEMY MALUUEHTHl C NEPBUYHBIM JE(PUIUTOM KapHUTHHA, KOTOpPbIE HPOIYCKAIOT IMpHEM
mpernapara, OCTaloTCsi OECCHMITOMHBIMUA HECKOJBKO MECSIIEB, YTO MOYET MPHUBECTH K TOMY, YTO OHHU
MIPEKPALAIOT IPUEM #IEBOKAPHUTHHA. DTU MallMEHThl MOJIBEPratoTCsl PUCKY BHE3AIHOM CMEpPTH H3-3a
OCTAHOBKHM CEpACYHON JesTeIbHOCTH. OueHb BaXHO MPOJOJKATh TEPAIHIO €XKEIHEBHO, UTOOBI U30eXKaTh
TSOKENBIX HApyHIEHWH cOo CTOpoHbI cepaua. JlnutenbHas Tepanust #JIEBOKAPHUTUHOM MOJHOCTBHIO
KyIUpPYeT KIMHUYECKUE MPOsIBJIEHUs 3a00JIeBaHUs ¢ HOpMau3auuen pasmepoB cepaua u OKI' B reuenue
Mecsilla ¢ BOCCTAHOBJICHHUEM MBILIEYHOTO TOHYCA, XOTSI TKAHEBbIE (B MBIIIEYHOW TKaHW) KOHLEHTpaLUU
KapHUTHHA OcTaroTcsl oueHb HU3KUMU (< 10% ot N) B TeueHue JUINTEIbHOIO BPEMEHH.

[Ipuem #JIeBOKapHUTHUHOM B BBICOKHX J03aX MOXKET BBI3bIBATH YCHUJIIEHHE MOTOPUKH JKEITyJI0OUHO-
KHILIEYHOTO TPaKTa, JUapero, U BRIpaOOTKY TPUMETHUIIAMUHA, YTO SBJISETCS MPUYMHOM "pbpIOHOTrO 3amaxa”
OT MOYHM U Tejla. YMEHBIICHHUE /103bl KapHUTHHA MOKET YMEHBIIWUTh 3TU M000YHbIE PdeKTrl. Ecau
HENPUATHBI  3amax  COXpaHsAeTCs, BO3MOXKHO  Ha3Hau€HUE Kypca IMEepopajbHOro  IMpHema
#merponuaazona** B no3e 10 mr/kr/cyrku B Teuenue 7-10 gueit [82, 83, 155, 156].

3.2.2. PekomeHpauuuM no rfevyeHMrw AecdumuuTa KaPHUTUH-AUUIIKAPHUTUH
TpaHcnokKa3sbl

Krnuandeckne pexkoMeHIanuy, OCHOBAaHHBIE Ha JIOCTATOYHOM YPOBHE JIOKA3aTEIbHOCTH U
Y6GHI/IT6J'IBHOCTI/I, g JICUCHUA W MOHHUTOPHHIa 3JTOI0 KOHKPETHOTO 3a00JIEBaHUs B MHPE HE
pazpaboTaHbl. bbut OMyONMMKOBAaHBI TOJBKO PEKOMEH[AIIMH, OCHOBAHHBIE Ha OMBITE OJKCIIEPTOB TIO
KIIMHAYECKOMY M OHMOXMMHUYECKOMY MOHHUTOPUHTY marueHToB ¢ FAOD. Her eamHoro wmHeHus
OTHOCHUTEJIbHO HCIIOJIb30BAHMSI JICBOKAPHUTUHA TNpU 3TOM ¢opme Oone3Hu. HexoTopwie aBTOpHl He
PEKOMEHAYIOT 3TOTO, IMOCKOJIbKY HAKOIUICHHE AJMHHOLICTIOYEYHBIX AlUJIKAaPHUTHHOB MOXET OBITh
TOKCHYHBIM Jisi cepaedHoro putMma [84]. Tem He MeHee, Apyrue aBTOPbI CUUTAIOT IEIECOOOpPA3HBIM
NPUMEHSITh €ro MpH  dBNU30JaxX  MeTa0oJMYecKOM  JeKOMIEHCAallMW, s  BOCCTAHOBJICHHUSA
MHUTOXOHAPHAIILHOTO TyJia KodH3uMa A [66, 85-89].

- PexoMennyercs marueHtaM ¢ ycraHoBiieHHBIM auarHo3oM CACT coOmrogeHue HU3KOKUPOBOM
IUeThl (MoTpebIeHue JKUPOB T0DKHO cocTaBisaTh 30% minu MeHee oT oOmel kanopuiinoctu, 20% U3 HUX
— MCT c¢ uuskum coxepkanueM CI10 u 10% LCT (miMHHOLENOYEYHBIE TPUTIIMIICPUIBI) IS
[IPEIOTBpAILCHHs Pa3BUTHsI MeTabOIMIecKoro kpusa [66, 87-89].

VYpoBeHb yOoeauTeabHOCTH A0ka3aTenbeTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHIAINH — 5).

KommenTapun: pekomenoBano MCT ¢ HuzkuMm conepkanuem C10 B cBsa3u ¢ tem, uto xupsl C10
TpeOyroT 115 okuciaeHus aktuBHOU padotsl CACT [90].

- Pexkomenpgyercs mnamueHtam c¢ ycraHoBieHHbIM guarHo3oM CACT wuzberath AIUTENbHBIX
[IEPEPHIBOB B ITPHEME MHIIH IS IPEIOTBPALCHHS THIIONIMKEMHYECKIX COCTOsHU [66, 87-89].

YpoBeHb yOeauTeabHOCTH A0Ka3aTenbcTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHIAINH — 5).

KoMMeHTapuu: He CyliecTBYeT eJHHOTO MHEHHS O 0€30TMacHBIX HHTEPBallaX MEXIy KOPMIICHUSIMH,
B JIAHHBIX KIMHUYECKHX PEKOMEHIAIMIX HaMH ObLIM BBHIOpAHBI T€, KOTOPBIE OMyOIMKOBaHBI B paboTe
TPYIIBI DKCTIIEPTOB M3 €BPOINEHCKUX cTpaH. MakcHMaiabHO JOMYCTHMBIA O€30TacHbIl HMHTEpBaN s
pasHBIX BO3pACTHBIX rpymi npuBeaeH B [Ipunoxenune ['6 [66].

- Pexomenpgyrorcs manumentam c¢ ycraHoBleHHbIM auarHozoM CACT no0aBku He3aMEHUMBIX
YKUPHBIX KUCJIOT, C IeIbI0 MPEAOTBPAICHHS UX AeduinTa — JTuHOJIeBOH (3-4%) u muHoIeHOBOH (0,5-1%)
— B cooTHomeHn# oT 5:1 1o 10:1, UX UCTOYHUKOM MOTYT SIBIISIFOTCS MAaclio TPEIKOTO Opexa, JIbHSHOE,
coeBoe [66, 87-89].

YpoBeHb yOeUTENbHOCTH JOKa3aTenbeTB C (YpOBEHB JIOCTOBEPHOCTH PEKOMEHIAINU — 5)
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Kommenrapuu: CojepxkaHue KHCIOT B pPa3HbIX Maciiax npuseeHo B [Ipunoxenue ['13 [66].

- Pexomenpayercst nanueHTam ¢ ycraHoBieHHbIM auarHo3oM CACT B nepuoj MHTEKYPPEHTHBIX
MHOEKIUA U APYTUX COCTOSIHUN, IPU KOTOPBIX aKTUBHUPYIOTCS MEXaHH3MBbI KaTaOoJHM3Ma, MPUMEHEHHE
MEePOPAILHO PACTBOPOB JIGKCTPO3BI™* WM TOJMMEPOB JEKCTPO3bl B BUJIE NHUIICBON 100aBKU
(MaIbTOACKCTPHH (AEKCTPUHMAIBTO3a)) U MOBBIIIICHHOE MOTpeOieHue yrieBo 108 [89].

YpoBeHb yOeauTeIbHOCTH J0Ka3aTesIbeTB C (YpOBEHD TIOCTOBEPHOCTH PEKOMEHIANHU — 5).

KoMMeHTapuu: netaibHble peKOMeHJaluuM cM. B pasaene 3.1.2 PexomeHpanuu 1O JICYEHHUIO
nanqueHToB ¢ FAOD. B nmepuox  MeraboauM4eckod — JIEKOMIIEHCAIlMM  CHW)KEHHE  YPOBHS
JUTMHHOIETIOYEYHBIX AI[MIIKAPHUTHHOB CYUTACTCS BAXKHBIM MapKepoM 3(h(HEKTUBHOCTH JICUCHUSI.

3.2.3. PekoMeHAauum no pauuoHy NUTaHMA Npu AeduunTe KAPHUTUH NanbMUTOWUN-
CoA TpaHcdepasbl |, Il

Knunnyeckne pexkoMeHAaluM, OCHOBAaHHBIE Ha JOCTaTOYHOM YpPOBHE JOKA3aTEIbHOCTH U
yOeIuTeNbHOCTH, A JeueHns u Mmouutopunra aepunura CPT2 u CPT1 B mupe He pazpadboTtansl. bouin
OMyOJMKOBaHbl TOJBKO PEKOMEHJAIMKM, OCHOBAaHHbIE Ha OIBITE 3KCIEPTOB IO KIWHUYECKOMY U
OMOXMMHYECKOMY MOHUTOPHHTY nanueHToB ¢ FAOD.

- Pexomennyetcs nmanmenTaMm ¢ yctaHoBiaeHHbIM nuarHo3oM CPT2 u CPT1 uzberath JIUTENhHBIX
MIEPEPHIBOB B MPHEME THIIH TS TIPSO TBPALICHHS THITOTJIMKEMHYSCKUX COCTOSHUM [66].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIAINHT — D).

KommenTapun: 9actoe KopmileHHE Kaxiable 3-4 dYaca pPEKOMEHIYeTCs, OCOOCHHO i JACTEH,
YUUTHIBasE MX OTpaHUYEHHBIC 3amachkl rMKoreHa. JloGaBieHHe KyKypy3HOTO Kpaxmaja Ha HOYb U B
HOYHbIE KOPMJICHHUS ONpENENSIEeTCS YPOBHEM TIJMKEMUU M OOECHEeYMBAET IOCTOSIHHBI HCTOYHUK
YIJEBOJAOB C MEUICHHBIM BBICBOOOXKIEHHEM JUIsl MPEJOTBPAIeHHUs] TUIIOTJIMKEMUH BO BpeMsl cHa. Jletu
0oJjiee cTapiiero Bo3pacTa He JOJDKHBI UMETh HOYHBIE MEpephIBbl B Mpueme numu 6osee 12 dacos, a B
nepuoJ MH(EKIHOHHOTO 3a00JieBaHUs TMEpEepbIBbI B MNpUEME MHIIU JIOJDKHBI OBbITh €IIe MEHBIIIE.
B3apocible manueHTs! T0KHBI ObITh TPOMH(GOPMUPOBAHBI O PUCKAX, CBA3AHHBIX C TOJOJAaHUEM, U OHU, U
UX JIeYallluil Bpad JOJDKHBI 3HATh O PUCKAX BO BPEMS XUPYPrUUYECKUX onepauuil u anecre3uu. Cuenyer
PEKOMEHI0BaTh BHYTPMBEHHOE BBEJICHUE JEKCTPO3bI**, eciiu HeoOxoaumo ronoaats 6onee 12 yacoB u3-
3a 00JIe3HM WM METUIMHCKUX Mpoleayp. MaKcHUMalbHO [OMYCTUMBINH O€30MacHBI WMHTEepBal IS
Pa3HBIX BO3pACTHBIX I'pynn npuseaeH B [Ipunoxenue I'5

- Pexkomenpgyercs auera c BBICOKHM cojiepkaHuem yrieBojoB (70% xamopuii) ¢ HHU3KUM
conepkanueM xupa (< 20% xanopuii) narpeHTaM ¢ ycTaHOBJIEHHBIM auarHo3oM aeguuut CPT2 u CPT1
JUTSL IPEAOTBPAIICHUS THITOTIIMKEMUYECKHX COCTOSTHUM U MeTaboimueckoi jekommencanuu [91].

YpoBeHb yOeauTeabHOCTH A0Ka3aTenbeTB C (YypoOBEHb JOCTOBEPHOCTH PEKOMEHIAINN — 5).

- PexomeHayeTcs B MepHO]] MHTEPKYPPEHTHbIX MH(EKUUH U JAPYTUX COCTOSIHUH, MpPU KOTOPBIX
aKTUBUPYIOTCS MEXAaHMU3MbI KaTabo/M3Ma, MalMeHTaM C YCTaHOBJIEHHbIM AuarHo3oMm aeguuut CPT2 u
CPT1 c uenbio mpenoTBpalmieHusi MeTaboJIN4ecKoil JeKOMIIEHCAllUU YIOTPEOIATh MPUMEPHO TPETh OT
oOrrero konmvectBa kaopuii B Buae MCT [91].

VpoBeHb yoeauTenbHOCTH 10ka3aTe’beTB C (YpPOBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

Kommenrapuu: xupHble kucinotel C6-C10 He TpeOyrT KapHUTHMHOBOTO YeNHOKa JUId BXOJa B
MHUTOXOHAPHIO, T0ITOMY MCT MOXET NIPUMEHATHCS B KAUECTBE OCHOBHOTO MCTOYHUKA YHEPTHH.

- C nenpio NpoQUIaKTUKH 3MH30]I0B MHOTVIOOMHYPUH MallME€HTaM C YCTAHOBJIEHHBIM JTHarHO30M
CPT1, CPT2 pexomenayercst u3beratb (pu3nuecKiX Harpy30K BO BpPeMsi HHTEPKYPPEHTHBIX UHPEKIMNA 1
NPY JUTHTENBHBIX TTepepbiBax B npueme mum [91, 92].
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YpoBeHb yOeauTeIbHOCTH JI0Ka3aTesbcTB C (YpOBEHD IOCTOBEPHOCTH PEKOMEHIAINHN — D).

- B3pocnbim nmanmentam ¢ ycranoBieHHbIM auarHozom CPT1, CPT2 B nepuoa MeTab0JMYecKOro
KpH3a, COMPOBOXKIAEMOr0 pPabdIOMHOJIIM30M W MHOITIOOMHYpUEH PpEKOMEHIYyeTCsl TNpHUMEHEHHE
CTaHJAPTHOTO MPOTOKOJIA JIEYCHUS STOTO OCJOKHEHHUS, YTOOBl MPEJOTBPATHTH OCTPYIO IOYEUHYIO
HejocTatouHocTs [13, 92, 93].

YpoBeHb yOeauTeIbHOCTH J0Ka3aTesIbeTB C (YpOBEHD TIOCTOBEPHOCTH PEKOMEHIANHU — 5).

KoMMeHTapuu: npu npucTyne MUOTJIOOMHYpPUH MPOBOJAT BHyTpuBeHHOE BBeneHue 0,9% pactBopa
HaTpusi xiuopuma** wu Harpus ruapokapOonara ** (marpus xmopmpma** 110 Mmonb/n, HaTpus
rugpokapbonara** 40 mmose/m) B 5% pacTBOpe IeKCTpo3bl**, k koTopomy mgoGaBmsiror 10 T
#manautona™** Ha nmutp (u3 10% wmm 15% pactBopa). PacTBop cieayeT BBOJAUTH MOJIOJIOMY B3pOCIOMY
4esloBeKy BecoM 75 Kr u3 pacuera 12 n/cyt, 94ToObI MOIy4uTh AUype3 8 1/cyT u nojjaepxxusatsh pH Bole
6,5. DTOT TepareBTHYECKUH pPEKUM IMO3BOJSIET KOHTPOJIHMPOBATH THIEPKAIMEMHUI0 W amnuio3 W,
CIIEZIOBATEIIbHO, MOKET NPEIOTBPATUTH OCTPYIO TOYEYHYIO HEJIOCTaTOYHOCTh. ECIM TanueHTH He
pearupyioT Ha peruapaTaluio, MOXKET MOTpPedoBaThCs TeMoAuanu3. ['eMomuanns KOppeKTHPYeT
MeTa0OJIMYEeCKU alua03 U HApPYIICHUS 3JEKTPOJIUTOB M CIIOCOOCTBYET YIAJCHHIO MHOHEKPOTHYECKUX
TOKCHHOB W3 TUIa3Mbl. J[pann3 MoKa3aH MpH MMOYEYHOH HETOCTaTOYHOCTH, €CIHM y TMalueHTa aHypus U
IMype3 He BOCCTAHOBIICH TIOCIE peruapaTtanvi. EcTh OCHOBaHHS IMOJIaraTh, YTO YIPEKIAIOIIee HAYaIo
reMOJIMaIi3a MOJXKET YIYYIIMTh HWCXOAbl IyTeM yhaleHuss HEe(MPOTOKCHHOB ¥ IPEIOTBPAICHHS
YIPOXKAIOIINX KU3HU OCIOXHEHUH, TaKUX KaK THIEPKATMEMHS W TIYOOKHH METaOOIHMUYECKUH aIumo3.
Jleyenne ocCTpoil MOYEYHON HEAOCTATOUYHOCTU CIEAYET MPOBOJIUTH B COOTBETCTBUU C KIMHUYECKUMHU
PEKOMEHIAUSIMU, pa3paboTaHHBIM MPO(ECCHOHATHFHBIME COO0IIECTBAMH TI0 HE(PPOIOTHH.

3.2.4. PekomeHpaumm no pauuoHy nutaHusa npu gecduunute SCAD

Tak kak 6ompmHCTBO ManueHToB ¢ SCADD He MMEIT CHMNTOMOB, JICUeHHE HE Tpedyercs, He
CYIIECTBYET OOILENPHUHSTHIX PEKOMEHJAUN MO JUETOTEepanuy WM NPUMEHEHHUIO JIEBOKApHUTHHA U
pubodmaBuHa (6noIoTrHYeCcKas aKTUBHAS T00aBKa).

3.2.5. PekomeHpaumm no paunoHy nutaHusa npu gedumuute MCAD

Bo mHOrnx crpanax mpoBOJAMTCSA HEOHATAIbHBIM CKPUHUHT Ha HenocTtaTouyHocTh MCAD, nosromy
MalMeHTOB BBIABJSAIOT JIO Hayajga KIMHAYECKHX CHUMIITOMOB. PexomeHpanuu 1o JUeTOTepanuu
pa3IMyaloTCs B 3aBUCHMOCTH OT BO3pacTa M CTaTyca MOATBEPKICHHUS TUarHo3a.

- PexomeHiyeTcsl malieHTaM ¢ YCTaHOBJIEHHBIM JMar€Ho3oM Ha HejnocratoyHoctb MCAD npuem
neBokapHUTHHA B J03e 60-100 Mr Ha Kr B CYTKM JJIi KOPPEKLMH BTOPUYHOTO JeQULUTA C ILEIbIO
YCUJICHHS BBIBEJICHUS TOKCHYHBIX MeTabosmToB [ 130, 149].

VpoBeHb yoeauTenbHoCTH 0Ka3aTeabcTB C (YpPOBEHb JOCTOBEPHOCTH PEKOMEHAAIMH — 5).

Kommenrapuu: IIpodeccuonanbHoe cOOOIIECTBO HE BBIPAOOTANIO €AMHBIX PEKOMEHAALU o
npuMeHennto JleBokapuutuna npu MCAD. Hekortopsie aBTOopbl pekomeHaytoT 100 Mr/kr/neHs
JIEBOKApHUTHHA, YTOOBI KOMIIEHCHUPOBATh BTOPUYHBIM JEPUUUT KApHUTHHA U YIYYIIUTh BBIBEACHUE
TOKCHYHBIX METa0OJHMTOB, JPYTHE CYUTAIOT, YTO B 3TOM HeT HeoOxoammoctu [94]. B mccnemoBanumsix
NEePEHOCUMOCTH (HU3NYECKUX HArpy3ok y mnamueHtoB ¢ jepunurom MCAD Obuio mokaszaHo, mocie
npuema JleBokapautuna 100 Mr/Kr/neHp nepeHOoCHMOCTh (GU3HYecKoil Harpy3ku Bo3pacrtaet [95]. Xors y
nanueHToB ¢ aepuuutom MCAD He OBIIO OTMEYEHO Cepbe3HBIX MOOOYHBIX 3(P(PEKTOB MpU IMpHUeMe
JIeBOKapHUTHHA, HEKOTOPBIE MAIMEHTHI KAJIOBAIUCh Ha TOIIHOTY, JUApero, 00Jb B KUBOTE U PHIOHBII
3amax npu npueme B jgo3e 100 wmr/kr/menp [96]. YumreiBas 3Ty mHMOpManuio, HEKOTOPHIE BpayH
PEKOMEHYIOT HCIOJb30BaTh HU3KUE 103kl JIeBOKapHUTHHA, €CM YpOBEHb CBOOOJHOTO KapHUTHHA B
KPOBH HM)KE HOPMBI.
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3.2.5.1. PekomeHAaauuu no auvetotepanum HoBopoxaeHHbIX ¢ MCAD, BbisiBfIeHHbIX
npu HeoHaTanbHOM CKPUHUHre

- Pexomennmyrorcs coOmonaTh HHTEpBaJIbl MEXAY KOpPMIICHUSIMH He Oonee 3-4 49acoB s
JOHOIIIEHHBIX JETEH C BBISBICHHBIMUA M3MEHEHUSMH B aHAIM3€ KPOBH IPH MPOBEACHUU HEOHATAIBHOTO
CKpPUHMHIa, XapakTepHbIMu 1 gepuuura MCAD, noka quarso3 He OyAeT MOATBEPK/IEH WM UCKIIIOUEH
Ha OCHOBAaHUH JIONIOJIHUTEIbHBIX TecToB [98].

YpoBeHb yOoeauTeIbHOCTH J0Ka3aTesibeTB C (YpOBEHD IOCTOBEPHOCTH PEKOMEHIANHU — 5).

Kommenrapun: Cuwmraercsa, 4Tto HOBOpoxaeHHble mpu aepunure MCAD moxaseprarorcs
HanOOJIBIIIEMY PHUCKY Pa3BUTHUSI THUIOTIUKEMHUH B TEUCHHE TEPBBIX 72 YacOB KH3HH, OCOOCHHO IPH
IpyIHOM BCKapmimBaHuHd. HeoOXoauMo coOmoaaTh peryinsapHble KOPMIICHUS, HE JIOTYCTUMBI TIPOTTYCKH
HOYHBIX KOPMJICHHUH !

- Pexomenpayercs cobmonats "GezonacHble" MHTEPBAIBI MEX/Ly KOPMIICHUEM JI1 HOBOPOKIEHHBIX
C ycTaHOBJIEHHBIM Auarao3oM MCAD Ju1st mpetoTBpaIieHus 311U30/10B METa00IMYECKON JEKOMIICHCAIIH
(ITpunoxenue I'6) [98].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIAINHN — D).

Kommenrtapun: be3omacHsie HHTEpBAIbl MEXIY KOPMIICHHSIMHU OBLIH OTIpPENEIeHBl HA OCHOBAaHHUH
OTIbITa CTPaH, MPOBOAIINX CKpUHUHT Ha aepuiut MCAD.

- PexoMeHyeTcss HOBOPOXKIEHHBIM C YCTAHOBJICHHBIM JHAarHo3oM HeaoctatrodyHocth MCAD mpu
IPYyJHOM BCKapMJIMBaHHUH JTOTIOJHUTH NMUTAHUE aIallTUPOBAHHON MOJIOYHOM CMEChIO B T€UEHHUE MEPBBIX
TpeX MOJIHBIX JAHeH (72 vaca) It JOCTIKEHHS He0OX0IUMOM MOTpeOHOCTH B Kajmopusx [98].

YpoBeHb yOoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANHT — D).

KommenTtapun: Jletn ¢ MCAD, BckapminBaeMble TPYIHBIM MOJIOKOM, TIOJIBEPraloTCs 0COOOMY
PHUCKY, TOCKOJbKY COAEpKaHHE SHEPTHMH B TPYJHOM MOJIOKE B TEUYEHHE MEPBBIX HECKOJbKHUX IHEH
HU3KOe, U ero o0bveMbl Hebobiue. [loaToMy pekoMeHyeTcsl TOTMOIHUTh MUTAHUE alalTUPOBAHHBIMU
MOJIOYHBIMH cMecssMu 60 MiI/Kr/neHb. JKenaTenpbHO paBHOMEPHO pa3AeiiuTh 00beM CMeCH MeXay 6 u 8
KOPMJICHHUSIMU U JaBaTh MOCJe KOpMIIeHUs rpyabto. Ecnu peGeHOK He ycBaWBaeT JOCTAaTOYHBIA 00beM
CMECH U IPYAHOrO MOJIOKA, CJIeIyeT Ha3HAUUTh KOPMIJICHHE Yepe3 Ha30racTpalbHbIN 30H] WM Ha3HAYUTh
BHYTpuBeHHYI0 HHY3HI0 10% AeKcTpo30i™** nis TOCTHKEHUST He0OX0AUMOU MOTPEOHOCTH B KAJIOPHUSX.

3.2.5.2. PekomeHaaumm no ametotepanum nauymeHtos ¢ MCAD

- PexoMenayeTrcs BceM mNalMeHTaM C YCTAHOBJIEHHBIM JUAarHo3oMm HegocratouyHocts MCAD
coONIoAaTh MHTEPBAIbl MEXAY KOPMIICHUSAMHU JJsl MPEAOTBPAIICHUS PAa3BUTUS TUMOTIMKEMHYECKUX
cocrostauii (ITpunosxkenue I'5) [98, 94].

YpoBeHb yOeauTeabHOCTH A0Ka3aTenbeTB C (YypoOBEHb JOCTOBEPHOCTH PEKOMEHIAINN — 5).

KommeHnTtapuu: PexxuM nutanus y geTeil crapiiero Bo3pacta U B3pOCIbIX MallMEHTOB J0JDKEH ObITh
PETYISAPHBIM U BKJIIOYATh TPU OCHOBHBIX IIPHEMa MUIIH (3aBTPaK, 00e, y)KUH), a Takke 2-3 mepekyca (2-
O 3aBTpaK, MOJJIHUK U MPUEM BBICOKOYTTIEBOIHOTO MPOIYKTa Mepesl CHOM (Xy1e00-0ylnoyHble U3/IeNus,
raJieThl, KpyMsiHOe OJI00) ¢ HAIUTKOM (KHCelb, KOMIIOT, 4aii). IHTepBan rojoaHus B HOYHbIE Yachl HE
JIOJIKEH MPEBBIIATH 12 4acoB.

- PexomeHtyeTcss MitaJieHIiaM [epBOro roJia )KU3HU ¢ YCTAaHOBJIEHHBIM JMarH030M HEIOCTaTOYHOCTh
MCAD kopmieHHEe MaTepHHCKHM MOJOKOM WU MOJOYHBIMH cMecsMu 0e3 orpanmueHusi LCF u 6e3
nob6aBok MCT. Pexomenmyercss coOirofaTh WHTEPBAIb MEXIY KOPMIECHUSMHU sl MPEAOTBpAIlCHUs
pa3BuTHs runoriaukemuueckux cocrostaui (Ipunoxenne I'5) [98].

YpoBeHb yOeaUTEIbHOCTH JI0Ka3aTesIbeTB C (YpOBEHD IOCTOBEPHOCTH PEKOMEHIANNH — 5).
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Kommenrapun: Hebospmme konuuectBa MCT npucyTCTBYIOT B OOBIYHBIX JIETCKHX CMECSAX, HO UX
KOJIMYECTBA MHHUMAJIBHO M HE MOXET ObITh omacHbIM. B Bbicokol koHneHnTpammu MCT noGaBmisiioT B
HEKOTOpbIE CIIEIUATbHBIE MOJOYHBIE CMECH M MX HE PEKOMEHIYIOT JIeTSM C JaHHOH (Gopmoil 6oie3Hu.
HeoOxomuMo 0TKa3aTbCst OT CHEIHUANbHBIX JTUETUYECKHX TIPOJIYKTOB, COJCPKAIIMX B OOJBIIMX
konuuectBax MCT.

JXupsl B panmone y naiueHToB ¢ HenoctatouHocTbio MCAD He orpanuumBatotcs [98].

CpenHenenoyeyHbl€ JKUPbl BCTPEYAIOTCS. B HEKOTOPBIX MPOJIYKTaX, HAI[PUMEP B CIMBOYHOM Maclie,
KOPOBBEM MOJIOKE B HEOOJIBIIMX KOJIMYECTBAX, U OHU MOTYT OBITH BKJIFOUEHBI B pallioH 0€3 0CcoObIX
orpanuueHuil. Kokoc sBiIsieTCsl €JMHCTBEHHBIM HUCKIIOYEHHEM, Tlie 5% MKUPHBIX KUCIOT UMEIOT JIHHY
nemn C8 mmu C10. Pexomenmyror m3berars ymoTpeOSieHHs YUCTOTO KOKOCAa M KOKOCOBOTO Macia,
MTOCKOJIBKY HEW3BECTHO BIIMSHHE HX OOJIBIIOrO KOJMYECTBA HAa COCTOSIHME 3/I0POBBSl IMALIMEHTOB C
HenoctatouyHOCThI0 MCAD. MCT n00aBisitoTcsi K HEKOTOPBIM CHEIUAIBHBIM CMECSAM JJisl JeTel u
SHEpreTUYecKUM J00aBKaM M UX HE cjenyeT BKIoYaTh B pPAllMOH IUTAaHUS MalueHTOB. BaxHo
MIPOBEPUTH TEKYIINI COCTaB BCeX MPOAYKTOB Ha npeameT npucyrctust MCT.

- PexomennoBano y B3pocibix nanueHToB npu jaepunure MCAD wuzberath AIuTENBHOTO
TOJIOAaHUS IS TIPEIOTBPAIEHHUS THIIOTIHKEMHUYECKUX COCTOSIHUI M MeTabondeckux Kpu3os [ 94, 98].
YpoBeHb yOoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIAINHT — D).

- PexomenmoBaHO TmpW HaIWYMK y TManueHTa ¢ HemoctatouHocthio MCAD  mpusnakos
PEKYPPEHTHOTO 3a00JIeBaHMs, BBHITAUBAHUE PACTBOPAMH, COJCPKAIIUMHU TOJUMEP ACKCTPO3bI, YTOOBI
MPEIOTBPATHTh META00IMUYCCKYIO JekommeHcaruio [94, 98].

YpoBeHb yOoeauTeIbHOCTH 0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANH — 5).

KommenTtapun: PekoMeHayroT Takxke B mepuoj O0JIE3HH HCKIIOYaTh JKUPbBI, XOTS yOeIUTEIbHBIX
JI0Ka3aTelbcTB HEoOXoauMocTd B 3TOM st HemoctarouHocth MCAD nHe momydenwl. [lo mepe
YIIy4IIEHUSI COCTOSIHUS peOeHKa HOpMallbHasi JueTa MOKET ObITh BO30OHOBJIEHA, HO CJIEAYeT AaBaThb
JIOTIOJTHUTEIBHBIC "DHEpreTHYeCKUe" HAIMUTKH, 0COOCHHO HOYBIO, /IO TEX IMOP, TIOKa peOECHOK MOJIHOCTHIO
HE BBI3ZIOPOBEET U HE MepeiiieT Ha OOBIYHBIN PEKUM MUTAHUS.

- PexomenjoBaHO TmpuU HaIWYuMU Yy M[alueHta ¢ HegoctatoyHocthto MCAD B mepuon
MeTaboJIMYeCKON JEKOMIIEHCAIMU B CIy4ae CIIO)KHOCTEH MpuemMa pacTBOPOB 4Yepe3 POT MPOBEACHUE
BHYTPHBEHHO# MH()Y3MOHHOMN Teparuy pacTBOPaMH, COAEepPKaIIiuM AeKcTpo3y** [94, 98].

VYpoBeHb yOoeauTeabHOCTH A0ka3aTenbeTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

Kommenrtapuu: Cneayer HauMHaTh UH(OY3MOHHYIO TEPAINUIO PACTBOPAMU JEKCTPO3BI™* MpHU 0JTHOM
U3 CHEAyIOIIMX IOKa3aHWW: MHOTOKpaTHas pBoTa, rumoriukemus, Huskuii PO2, 006e3BokuBaHue,
HapyIIeHUs CO3HaHMsI, MeTabonudeckuil anuao3. [logpobHo omucano B pazzaene 3.1.2 Pexomennanuu 1o
nedenuto nanueHToB ¢ FAOD B nepuoa MeTaboanueckoi JeKOMIICHCAIIUU

- He pexomeHmoBaHo mamueHTam ¢ HeaocratodHocThio MCAD B mepuos MeTaboMyYecKou
JIEKOMITCHCAIlMU BBEJICHUE KHUPOB C IEIIBIO MPEI0TBPAICHHS YCYTr'yOIeH s TshKecTr coctosiaus [98, 99].
VYpoBeHb yOeauTeabHOCTH 0Ka3aTenbCTB C (YypOBEHb JOCTOBEPHOCTH PEKOMEHIAINH — 5).

- Pexomenmyercs BceM B3pOCIBIM MAIleHTaM C YCTAHOBJIEHHBIM JWAarHO30M HEJIOCTaTOYHOCTHh
MCAD wu3zberatb QUETHl C BBICOKUM COAEPKAHUEM >XHPOB, YIOTPEOIECHHE aTKOTOJsI, YTO BBI3BIBAET
MeTaboInYecKyo aekommencanuio [94, 99].

VYpoBeHb yOoeauTeabHOCTH A0ka3aTenbCTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHIAINH — 5).

- Pexomennyercst m30eraTh NPUMEHEHUS AlCTHICATUIIMIOBON KHUCIOTHI** BCeM MaIlEHTaM C
ycTaHOBJIeHHBIM jauario3oM MCAD ¢ 1enbio mpelnoTBpalleHus pa3BUTHS METa00JIMYECKOro Kpu3a U
cunapoma Peiie [94, 100].

YpoBeHb yOeaUTEIbHOCTH JI0Ka3aTesIbcTB C (YpOBEHD IOCTOBEPHOCTH PEKOMEHIANNH — 5).
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KommeHnTapun: AnerwicanuuuioBas KHCIOTa**  yBeNIM4YMBAaeT MHUTOXOHIPUATBHOE OKHUCIICHHE
YKUPHBIX KHUCJIOT, YTO CIIOCOOCTBYET MX HAKOIUIEHHIO, a TAKKE MHIMOUPYET NEPOKCHUCOMHOE OKHCIIEHUE.
OTO NPUBOAMUT K YXYALIEHUIO COCTOSHUS IALMEHTOB, NOCKOJBKY OKHCIIEHUE >KMPOB B IEPOKCHCOMAX
SBIIETCS QJIbTEPHATUBHBIM META0OJUYECKUM IIyTEM, IO3BOJISIOIIMM YacTUYHO KOMIIEHCHPOBATh
onoxumuueckuit geext npu FAOD.

3.2.6. PexomeHpauuu no pauuoHy nutanua npu aecpmumrte LCHAD n TFP

Hedpummr LCHAD — omna u3 cambix Tsoxensix ¢opm FAOD, npu kortopoii Hamboiee dacTto
pa3BuBarOTCs MeTabonuyeckue Kpusbl. CoOMI0IeHNE TUEThl PEKOMEHIOBAHO BCEM IMAIlMEHTaM B paHHEM
JIETCKOM BO3pacTe BHE 3aBUCUMOCTH OT HAJHYHS WM OTCYTCTBHSI KIMHUYECKUX cumnTomoB [101].

- PexomennoBano y namuentoB npu aepuuure LCHAD u TFP npuaepxuBaTbcsi MakKCUMaJIbHO
Huszkoro mnotpebnenne LCFA, kak npu HaJIW4uMM CHUMIITOMOB, TaK W HpPU HMX OTCYTCTBUM, IS
npo(HUIAKTUKYA BOSHUKHOBEHHS TIOJIMHEHponatuu [66].

VpoBeHb yOeuTenbHOCTH 10Ka3aTelnbeTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

KommenTtapun: HOBOpOKIEHHBIM NOKa3aH INPHEM CIEHHAIBHON CMECH C HU3KHUM COJEPKAHMEM
LCT wu Boicokum comepxkanneM MCT (MCT-comepxkamast cmech) (IIpumoxenue I110). MCT-
coJiepaKallias CrieluanbHas CMeCh 00eCIeunBaeT BCe MOTPEOHOCTH B MUTATENbHBIX BelecTBax. OIHaKo B
3TOM Cilydae He0OXO0IMM JOMOJIHUTENbHBIN MPHUeM HE3aMEHUMBIX IJTMHHOLIETIOYEYHBIX JKUPHBIX KHCIIOT.

- PGKOMGHHyeTCH Ha3SHAYCHUE OUCTOTCpallM IIPU BBIABJICHHU XapaKTCPHBIX U3MEHEHUN 110
pe3yibTaTaM HEOHATAJTBHOTO CKPUHHWHTA W/WIH OWOXMMHYECKOW JHMAarHOCTHUKH, HE JIOKHIASICh
MOTBEPIKACHUSI THArHO3a MOJICKYJIIPHO-TEHETHUSCKUM MeTOI0M [66].

YpoBeHb yOoeauTeIbHOCTH 0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANH — D).

Kommenrtapun: [TockosbKy y MITaJIeHIIEB MOKET HAOMIOAATHCSI aKTUBHBIN JIMIIOJIN3, KOHIICHTPALIUS
HEKOTOPBIX AIMJIKAPHUTHHOB MOXET NPEBBINIATh HOPMAJIbHBIC 3HAUCHUS, YTO SIBIISICTCS MPHYMHOMN
JIOXKHOTIOJIOKHUTEIBHBIX PE3yJIbTaTOB aHanm3a. B cimydae ecim amarHo3 He OyleT MOATBEPIKICH,
JMETOTEPAITHs MOXKET ObITh OTMEHEHA.

- Pexomennyercss mpu BBEIEHHUM TBEpPJOW NUIIM B PAlMOH MAIMEHTOB C HEIOCTATOYHOCTHIO
LCHAD u MTP noanepxuBath coaepkaHue o01ux >KupoB B paunoHe 25-30% ot oOmiero norpedieHus
kanopuii, rae 20-25% npuxomurcs Ha MCT u 5-10% — na LCT (IIpunosxenue I'11) [66].

VYpoBeHb yOoeauTeabHOCTH f0Ka3aTenbCTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

KommenTtapun: Onucan monoxuTenbHblid 3Q(eKkT noBsiieHus noTpedaeHus: 6elka B OTHOIICHUN
SHEPreTHUecKoro OamaHca U MeTabOJIMYeCKOro KOHTpoJid y Aerel ¢ HemocTarouHocThio LCHAD wumm
TFP [134].

[Ipu nedexrax OKHCIECHUS ATUHHOLIETIOYEYHBIX KUPHBIX KUCIIOT CIIEAYeT OrPaHUYUTh MOTpeOIeHNE
JUITMHHOIIETIOYEUHBIX )KHPOB (BBIUUCISIEMOE KaK MPOILIEHTHAS J0JISI CyMMapHOM SHEPruH, MoJydyaeMou u3
KUPOB). Cornacno pPEKOMEHJalUsAM D-A-CH (oObenuHEeHHE HYTPULIMOHUCTOB
I'epmanun/ABctpun/IlIBeiinapun), B paioHe 310pOBOr0 MIIAICHIIA OJIS dKUPOB JOJHKHA COCTABIATH 40-
45% ot ob11eil kalopuitHOCTH, a B palMoHe pedeHKa MKoIbHOTo Bo3pacTta — 30-35%. IIpu orpannuenuun
JUTMHHOIIETIOYEUHBIX )KHUPHBIX KUCIOT B PAallMOHE HEOOXOAUMBI T00aBKH HE3aMEHHMBIX KUPHBIX KHUCIOT
JUIS TIOKPBITUS cyTOouHOUM moTpebHocTH B xkupax ([Ipunoxxenue I'8). Jlnsg moanepxaHus ONTUMAIBLHOTO
COOTHOILIEHUSI OMera-3 M oMera-6 »KMpHBIX KUCIOT MPEANOYTUTENIbHBI Macio TPEIKOro Opexa, COeBOe
MAacJI0 MM MacJio pOCTKOB mieHuib [102].
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3.2.7. PekomeHaaumm no pauuoHy nutaHusa npu geduuute VLCAD

B HacTosimmee BpeMs HE CYyIIECTBYET Hay4yHO-OOOCHOBAaHHBIX PEKOMEHJAIMI 10 BEJICHHIO
MAI[MCHTOB C HAPYIICHUSMH OKHCJICHHUS [UIMHHOIETIOYCUHBIX XKHPHBIX KHUCIOT [62]. T'eTeporeHHOCTH
KJIMHUYECKUX (DEHOTHIIOB SIBJISICTCSI XOPOIIO YCTAHOBJICHHBIM (hakToM [5], 4TO ¢ BBEJICHHEM B MPAKTUKY
CKpPUHHMHIa HOBOPOX/ICHHBIX TaKXe MOJpa3yMeBaeT Ciydyad OCCCHUMIITOMHOTO TeueHus OoiiesHu [6].
ITomumo 9TOro, MOJICKYJISApHAsA TCTCPOIrCHHOCTL 3aTpyAHSACT IIPOTrHO3MPOBAHHEC CTCIICHHU TAKECTU
3a00JI€BaHNS WIIN HCXO0Ja Ha MOMCHT IMPOBCACHHA CKPUHWHI'a HOBOPOXKICHHBIX. Brrsacaenne BOIIpoca O
TOM, H€O6XOIII/IMO JIKA 1IpU JICTKOM (i)eHOTI/IHe CHUIKCHHEC B PAllMOHC 0K AJIWMHHOLCTOYCYHBIX KHUPOB,
WIM JOCTaTOYHO IPOCTO OTPaHMUYUTHCS PEryisipHbIM KopmiieHueM U no6aBkamu MCT, ocoOeHHO mpu
MOBBIIICHHOW TOTPEOHOCTH B KAJIIOPHSIX, TpeOyeT 0oJiee MpoI0/DKUTEIBHOTO HabmoieHus [66].

B 3aBucumocTy 0T cocTosHUS peOeHKa SHTepalbHOE MUTAaHHE OCYIIECTBIIAETCS Yepe3 POT, a TAKKE
gepe3 30H]1 WIIK TaCTPOCTOMY, pacyeT MPOBOAUTCS CTPOTO HHIUBUIYAIHHO.

- Pexomenayercs mposoJpKaTh KOPMIJICHHE TPYAHBIM MOJIOKOM WIIM aAalTHPOBAHHOW JIETCKOU
CMECBHIO C TI0OABJICHUEM CHECIUATU3UPOBAHHON HU3KOXKHUPOBOH cmecu ¢ orpannuenueMm LCT u3 pacuera
50/50 mamuentam c¢ OeccumnToMHbIM BapuantoM VLCAD, ecnu pe3ynbTaThl CTaHJAPTHBIX
naboparopubix aHanu3oB, Takux kak KOK, AJIT, ACT u riroko3a B KpOBH HAXOIATCS B TMpereiiax
HOpMBI [66].

YpoBeHb yOoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIAINHT — D).

- PexomennoBaHo mutazieHniamMm u 0oJiee B3pOCIBIM JETsIM ¢ 6eccuMmnToMHBIM Bapuantom VLCAD
CHIDKEHHE cojiepKaHus kupoB B paruone 10 30-40% ot oOuieit kanopuitnoctu u3 Hux 10-15% snepruu
3a cueT MCT c 11e11610 MpeI0TBPAIIEHUS pa3BUTHS MeTab0IMIecKoro kpusa [66].

YpoBeHb yOoeauTeIbHOCTH 0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANH — D).

KommenTapun: HexkoTopsie HOBOposkIeHHBIE ¢ OeccumMnToMHBIM nedunmrom VLCAD, y KOTOpBIX
MpoQUIN alUIKAPHUTHHOB IMOJIHOCTHIO MPHILIM B HOPMY IOCJ€ MEPBOM HEIENU KU3HM, HE MOTydalu
JMETY C HU3KUM COJEpPKAHUEM KUPOB U MOJAU(DUIIMPOBAHHBIMU JKUPAMH B MEPBbIE MECSAIbI KU3HU, U Y
HUX 70 cux nop He mnposBuiauch VLCAD-accouunpoBaHHbIE KIMHUYECKUE CHUMIITOMBI. YUUThIBas
MOJIEKYJISIpHYIO rereporeHHocTh npu VLCADD, o4eHb TpyOHO YCTAaHOBUTH YETKYIO KOPPEIALHUIO
TeHOTHI-(EHOTHIT U CIIPOTHO3UPOBATH KIMHUYECKOE TeueHue Oosie3nu. Omnako mytarus p.V243A, kak
MUHHUMYM, OJIHa KOTIHSI KOTOPOIl 0OHApy»KMUBAETCS Y MHOTUX OECCUMITOMHBIX MAIlEHTOB, BBISIBIISIEMbIX
IIPU CKPUHUHTE€ HOBOPOXKJICHHBIX, KaK MPABUJIO, aCCOLMUPOBAHA C MSTKUM (DeHOTHIIOM. Y MAIMEeHTOB C
ATOM MyTalMel MOKET Pa3BUBATHCS TMIIOTIIMKEMUS MPH TSHKEIBIX HAPYIICHUSX 310POBbS HJIM MUOTIATUS
IIPHU CUIIBHOMN (pru3HuecKkoit Harpy3ke, HO BO3MOXKHO U OECCUMIITOMHOE T€UCHHUE.

Jlis TalMeHToB, y KOTOPBIX pa3BUBAIOTCS TOJIBKO CBsI3aHHBIE C (PU3WYECKOW Harpy3kou
MHUOTIATHYECKHUE CUMIITOMBI B 0ojiee mo3aHeM Bo3pacte, oboramienue parnroHa MCT (ocoGeHHO mepen
(buznueckoil Harpy3Koil) MOKET UrpaTh BAXKHYIO pOJib, a HE0OX0oaAuMOCTh B orpanndyennu LCT moxer
OTCYTCTBOBATb.

- PexoMenayeTcss mpW HajdM4Mud CHUMITOMOB Yy mamueHtoB c¢ nedunutom VLCAD numera ¢
NMOHMKEeHHBIM coAepxkanneM LCFA u nepeBoa manuenTta Ha MoauduiupoBanHbie xKupbl (106aBku MCT)
IS TIPEIO TBPAIIEHHSI MBIIIIEYHOM 00K 1 pabaomuosm3a [61, 66].

VYpoBeHb yOoeauTeabHOCTH A0Ka3aTenbCTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHIAINN — 5).

KomMmeHTapuu: npu HaJIM4MM CUMOTOMOB cojep)kaHue oOmux kupoB 25-30% ot oOumieit
KajopuitHOCTH, U3 HUX 20-25% 3a cuer MCT u 5-10% 3a cuer LCT (ITpunoxenue I'12) [61].

[TockoNbKYy KIMHUYECKUE CUMIITOMBI TIPU JIOJITOCPOYHOM HAOIIOJCHUH y TMAIlEHTOB C JePUITUTOM
VLCAD mnpencraBieHsl MPEUMYIIECTBEHHO SMU30AUYECKON MBIIIEYHOW OONIbI0 U pabIOMHOIN30M, YTO
yKa3bIBaeT Ha HENOCTAaTOK MBIIMIEYHOW SHEpruM, panuoH Heobxomumo oboramare MCT, koTopsie
JOJKHBI cocTaBIATh 20% oT o0iet kanopuitHocTu (Tabmuia 3). [TanreHTam ¢ MBIIIEYHOH CIIa00CTHIO U
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00pI0 TIpU  (PU3MUYECKUX HArpy3kax rnomoraer mnoBbimeHne notpednenuss MCT (unm yriieBoaoB)
HETOCPECTBEHHO Teper 0ojiee MHTEHCUBHON (HU3MUYECKOW Harpys3koil (Hamp., B mosuposke 0,25-0,5 T
MCT/xkr).

3.2.8. PekoMeHaaunu no nevyeHuto naumeHToB ¢ A2

- PexoMenjmyercs manueHTaM C yCTaHOBJICHHBIM JUarHo3oMm ['A2 coOirojieHHe JUETHI ¢ HU3KHM
conepkanueM KUpoB (20-25% sHeprum), HU3KUM COJICpKAHUEM Oellka JJIsi CHIKEHUS W30BITOYHOTO
noTpeOIeHNsT M30JICHIIMHA, JICHIMHA, JTU3uHA, Tpuntodana u Banuna [103, 111].

YpoBeHb yOeauTeIbHOCTH J0Ka3aTesIbeTB C (YpOBEHD TOCTOBEPHOCTH PEKOMEHIAINHU — 5).

- He pekomeHyeTcst malueHTam ¢ yCTaHOBJICHHBIM qrarHo3oM ['A2 nasnauenune MCT [104].
VpoBeHb yOoeuTenbHOCTH 10Ka3aTenbeTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIAIMH — 5).

- Pexomeniyercst BO BpeMsi KpU30B MallMEHTaM C YCTAaHOBJIEHHBIM JUarHo3oM I'A2 napeHTepanbHOe
BBEJICHUE JIEKCTPO3bI™** Il KyNUpOBaHUS TUIIOTJIMKEMUHU U MOAABIICHUS JIUIIOJIN3KCA, OEH30aTa HATpUs
(OMoJIOTMYeCKH akTUBHAS J00ABKa) — Il Ky[TMPOBAaHUS runepammonremun [111].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIAINHN — D).

KoMMeHTapuu: neranbHOe onvcaHue npuseaeHo B 3.1.2 PexoMeHanuu 1o Je4eHuto NalleHToB C
FAOD B nepuo1 MeTab0MuecKOn JEKOMITCHCAITNH

3.3. PekomeHpgauuum no NMPUMeHeHUIo oTAeJibHbIX JIeKapCTBeHHbIX npenapatoB

Kpome mnpuMeHeHHs AMETOTEpanuu NpPU HAPYIICHUSIX OKHUCICHHUS S>KUPHBIX KHCIOT TaKxKe
HEO0OXOIMMO TNPUMEHEHHE psla JEKapCTBEHHBIX IMPEnapaToB M BUTAMHUHOB, YTOObI KOMIIEHCHPOBATH
NeQUIUT He3aMEHUMBIX KUPHBIX KUCIIOT B OpraHU3Me, KApHUTHUHA U KUPOPACTBOPUMBIX BUTAMUHOB.

3.3.1. PekoMeHpauuum no MpUMEHEeHUK OTAeSIbHbIX JIeKapCTBEHHbLIX MpenapaToB,
copaepxalwmx rieBOKapHUTUH

- Pexomennyercsa usberath Ha3HaueHUs JIeBOKApHUTHHA B IIEpUOJ Kpr3a Npu JedeKTax OKUCICHUS
JUITMHHOIIETIOYEUHBIX KUPHBIX KHCIOT, 0OCOOCHHO B BHJI€ BHYTPUBEHHBIX MH(Y3UI ISl IPEeIOTBPALLICHUS
pasBUTHS pabIOMHUOJIN3a, HEBPOJIOTHYECKUX HAPYIIeHUH 1 aputmuH |63, 142, 132].

VYpoBeHb yoeauTeabHOCTH A0ka3aTenbeTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

KommenTtapun: JIeBOKapHUTHH SIBIIIETCS OCHOBHOM Tepamuedl MalMeHTOB IMpU IEPBUYHOMN
HEJIOCTATOYHOCTH KApPHUTHUHA. TaKKe IpU HU3KUX 3HAYEHUs KApHUTHHA B KPOBU MOKET MCIOJIb30BaThCS
npu apyrux popmax FAOD c uenbio ycuneHus CBA3bIBaHUS META0OIUTOB KUPHBIX KUCIOT U BBIBEICHUS
ux ¢ Mouod. OpjHako ucCHoNb30BaHUE JeBOKapHUTHHA mpu FAOD sBasiercss CHOPHBIM, T.K.
J0Ka3aTeNbeTBa ero 3(pQeKTUBHOCTH NpU BTOPHUYHOM Je(dUIMTE KapHUTUHA OTCYTCTBYIOT. llpu
HegocratouHoctd MTP u LCHAD no6aBku ¢ JIeBOKapHUTUHOM MOTYT HMHIYIUPOBATh AATbHEHIIYIO
MPOIYKIMIO 3-TUAPOKCHUAIIMIKAPHUTHHOB, CIIOCOOHBIX BBI3BIBATH HEOOpAaTHMbIE HEBPOMATHYECKUE
CUMITOMBI U apuTMmuto. MccnenoBanust Ha mbliax ¢ moaenbio nepunura VLCAD Take mokasanu, 4To
HEXBaTKa KapHUTHHA BBI3BIBACT €r0 HHJIOTECHHBIM OMOCHUHTE3), KOTOPBIH, OJHAKO, MOJABISETCS MpPU
HK30Te€HHOM BBe/ieHHHU JIeBOKapHUTHHA. Y MHOTHX MAlUEHTOB C Je(eKTaMu OKUCICHHS SKUPHBIX KUCIIOT,
HE TONyYarmux 100aBok JleBokapHHWTHHA, KOHIIEHTpAllMd CBOOOJHOTO KapHUTHWHA B IJIa3Me TaKke
BAPBUPYIOT OT HU3KUX J0 HOPMAJIbHBIX, YTO MO3BOJSET TOBOPUTh U OO0 DHIOTEHHOM OHOCHHTE3E
KapHUTHHA y yenoBeka. Takum oOpa3oM, 1o0aBku, coaepxkaiine JIeBOKapHUTHH, JOJDKHBI HA3HAYATHCS C
OCTOPO’KHOCTBIO, OCOOEHHO, Koraa peub uaer o HexocratrouHoctd TFP u LCHAD. CymectByer
KOHCEHCYCHO€ MHEHME, COIJIaCHO KOTOPOMY CIIEAYET OTKa3arbCsi, B YaCTHOCTH, OT BHYTPUBEHHOIO
BBe/IeHUsl JIeBOKapHUTHHA MPHU OCTPHIX META0OIMUYECKUX HAPYIICHHUSX, TOCKOJIbKY B TaKUX CHUTYAIIHSIX
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MOBBIIIACTCA HNPOAYKIHA MOTCHLIUAIBHO TOKCHYHBIX AlWJIKAPHUTWHOB, YTO HNPUBOANIIO K BHE3AITHOM
CMCPTHU ITaIUCHTOB.

3.3.2. PexomeHaauum no NMPUMEeHeHNIK0 He3aMeHUMbIX XUPHbIX KUCIOT

[Tamentel ¢ FAOD, Haxongmuecs Ha HHU3KOXKMPOBOM JHETE MOJBEPIKEHbI BBICOKOMY PHUCKY
nedumTa JKUPOPaCTBOPUMBIX BUTAMHHOB. BaskHO M30eraTh nedunnTa He3aMEHUMBIX JKUPHBIX KHCIIOT, U
Oospmas 4acTb MOTPEOICHUS ITMHHOICTIOUYEYHBIX J>KUPOB JOJDKHA IIOCTYNATh W3 Maces, OoraThix
HE3aMEHHUMBIMU JKUPHBIMU KUCJIOTaMH. {1 yZAOBIETBOpEHUs MOTPEOHOCTEW B HE3aMEHUMBIX KUPHBIX
KHCJIOTaX MOXKET NOTpeboBaThCs 100aBIEHUE CHEIMAIbHBIX MAaces, TAKUX KaK OpPEXOBOE€ WJIU JIbHSHOE
macno (ITpunoxenue I'13) [105].

- Pexomennyercs manuentam ¢ HenocrarodHocTeio MTP u LCHAD, na3nauate Ouosoruueckyro
aKTUBHYIO J100aBKYy B BHUJIE JOKo3arekcacHoBoil kuciotel (DHA), wurpatomeld BaxXHYH poJib B
dbopmupoBaHM (PYHKIMI HEPBHOM W HMMMYHHOM CHCTEM, a TakKe 3pUTEITBHOTO aHalu3aTopa, B
no3upoBke 60-65 mr/nens aersM ¢ BecoM Tena < 20 kr U B go3upoBke 130 Mr B IeHb — JETSIM C BECOM
Tena > 20 Kr [y moaepkanus GyHKIUNA HEpBHOM 1 mMMYyHHOU cuctembl [ 105, 137, 157].

YpoBeHb yOEAUTEIBHOCTH J0Ka3aTeIbCTB B (YpoBEHB T0CTOBEPHOCTH pEKOMEHIANHT — 3).

Kommentapun: JIunonesas kucinota u O -nmuHoneHOBast KucnoTa SBIAIOTCS MpeAIlecTBEHHUKAMH
JUIS SHJOTEHHOTO CHHTe3a 0oJjiee UIMHHBIX XUPHBIX KHCIOT, TaKMX KaK 3HWKO3alleHTaeHOBas KHCJIOTa
(EPA) u noxozarekcaenoBas kuciora (DHA), koTopsie nMeroT pelaromiee 3HadeHue s GopMupoBaHUs
GbyHKIMH HEPBHOW, UMMYHHOW CHCTEM M 3puTeibHOro aHamuzaropa [105]. Obecnieunts ONTUMAIBHYIO
KOHLIEHTPALIMIO 3TUX >KUPHBIX KHUCJIOT B IJIa3M€ TOJBKO C MOMONIbIO MPUMEHEHHS IMUIIEBBIX Maces
CIIOXHO, TIOATOMY HalleHTaM TpedyeTcs: [o0aBleHUe UX B YUCTOM BUJE Ul JOCTHKEHUS HOPMAJIbHOTO
ypoBHs. Cunraercs, uto 1o6aBku DHA Moryt ctaOuim3upoBaTh, U 3aTOPMO3UTH Pa3BUTHE MMUTMEHTHON
nererepanuu ceryatku npu FAOD. CormacHo mpoBeacHHOMY wuccienoBanuto [157], omrumanbHas
IUEeTOTepanus, Ha3HayaeMmass Ha OCHOBAHMM HU3KMX KOHUEHTpauud 3-TUAPOKCHAIMIKAPHUTUHA H
BBICOKHX KOHIIeHTpammii DHA B mia3me, mo3Bosisiia COXpaHsaTh (PYHKIIUIO CETYATKH U OCTPOTY 3PCHHS Y
nerer ¢ HepocrarouHoctbro LCHAD niun MTP.

- B mexnpuctynueiii nepuona s nauueHToB ¢ FAOD Haxoasuuxcsi Ha IUETe ¢ OrpaHUYEHUEM
JUTMHHOIICTIOYEYHBIX JKHPOB PEKOMEHI0BAHO 00ABJIATh HATypaJbHBIE PACTHTENIbHBIC Macia (KOKOCOBOE
MAacJ10, MacJio IPEIKOT0 opexa) Ik BOCIOJIHEHUS HeA0CTaTKa KUPHBIX KucaoT [105].

VYpoBeHb yoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANHT — 5).

KomMmentapuu: CooTHOIIIEHHME HE3aMEHUMBIX JKHPHBIX KUCJIOT B Pa3JIMYHBIX Maciiax MPUBEACHO B
[Tpunoxenun I'13.

- PexomennoBaHO Ha3HaYeHHWE HE3aMEHHUMBIX JKUPHBIX KHUCIOT marueHTtamM ¢ FAOD Ha done
HU3KOKMPOBO# TUETOTEPAIMH C LIEIbI0 KOMIIEHCAIMH MX HegocTarounoctu [11-14, 105].

YpoBeHb yOeauTeabHOCTH A0Ka3aTenbcTB C (YypOBEHb JOCTOBEPHOCTH PEKOMEHIAINH — 5).

Kommenrtapuu: B mnpunoxenun ['8 mnpuBeneHsl OCHOBHBIE PEKOMEHIAMM IO HAa3HAYECHUIO
HE3aMEHUMBIX KUPHBIX KUCIOT IPH JUETE C HU3KUM COJIepP>KaHUEM KHUPOB.

3.3.3. PekomMeHaaLMmM no NnpMMeHEHUO cpeaHelenoYeYHbIX TpUrnuuepuaoBs

- PexkoMeHI0BaHO B KadeCcTBE OCHOBHBIX IHIIEBBIX HMCTOYHHUKOB CPEIHELENOYEUHBIX >KMPHBIX
kucaoT ucnosb3oBarb 50% smynscuto MCT B nutanuu nauuentos ¢ HepocrarouHoctd TFP u LCHAD un
VLCAD st npeioTBpaiieHust pa3BUTHs MbIIIeYHON cumnTomatiku [112, 149].

VYpoBeHb yOeauTenbHOCTH JoKa3arenbcTB C (ypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

Kommenrapun: Coaepxanne MCT B pa3snuuHbIX HPOAYKTaX JEUEOHOTO NMUTAHUS NPHUBEAECHO B
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npunoxennu 114, Dnu3oandeckue MBIIIEYHbIE CUMIITOMBI, HAalpuMep, padoMHUOIN3, TaTOT€HETHYECKH
CBSI3BIBAIOT C AC(PUIMTOM SHEPrHM, U UX MOXKHO IMPEOAOJETh C MoMoImbio yriesogoB wm MCT. B
YaCTHOCTH, TI0 HMMEIOIIMMCS JaHHBIM, CBA3aHHBIA C (PU3MUECKOW AKTHBHOCTHIO Pa0IOMHOIHM3 MOXKHO
IIPEIOTBPATUTh ITyTeM IIpHeMa JocrtaTouHoro koiaudectsa MCT HenocpencTBEHHO Nepes Harpy3Koi

- He pexomennyercs HazHauenue nanuestam ¢ MCAD TpuriauiepusioB co cpeaHel JUIMHOM 1enu
(MCT) ¢ uenpio NpeaoTBpaIleHUs YXYILIEHUS COCTOSHUS MalleHTa, Pa3BUTUS METa00INYECKOTO Kpu3a
[105].

YpoBeHb yOoeauTeIbHOCTH J0Ka3aTesibeTB C (YpOBEHD IOCTOBEPHOCTH PEKOMEHIANHU — 5).

KommenTapun: XKrupHble KHCIIOTBI CO CpEAHEN JUIMHOW e MOTYT IIPOHUKATh B MUTOXOHIPUH, HE
OyAdy4u CBSI3aHHBIMH C KapHUTHHOM, MHHYS 3Tall, Ha KOTOPOM OOBIYHO pErylupyercsi OKHCIEHUE
KUpHBIX KHUCIOT. [loatomy mpuem MCT MoxkeT mpuBecTH K 0oJiee CEpbe3HBIM HapylleHUsSM OOMeHa
BEIIECTB, YEM MPU UCHOJIb30BAaHUU JITTMHHOLIETIOUEUHBIX KUPOB.

3.3.4. PekomeHaauum no npyuMmeéHeéHnro BUTaMUHOB

- Pexomennyercs namuentam ¢ FAOD Ha3HaueHune BUTAaMUHOB Ipynnbl B 1 skMpopacTBOPUMBIX
ButaMuHOB A, D, E B BO3pacTHBIX J03MPOBKAX C IEIbI0 MPeIoTBpalieHus ux aedumnura [5, 12, 105].

YpoBeHb yoeauTeIbHOCTH J0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANNHT — D).

KomMeHTapun: BuTaMuHBI Ha3HAYalOT B BO3PACTHBIX MPO(HIAKTHISCKUX J103aX Kypcamu 1mo 2-3
Mecsa.

- Pexomenmyercs BceM marueHTaM ¢ OMOXMMHYECKUMHU HApYIICHUSIMH, XapakTepHbIMHU st ['A2
Ha3zHaueHue (OMOIOTHYECKOM aKTUBHOM 100aBKku) pubodmasuna [106, 111, 135, 136].

YpoBeHb yOoeauTeIbHOCTH 0Ka3aTeIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANH — D).

KommenTtapun: CxomHblii MeTabodudeckuid Tpodriib MOXKET HaOmomatbess Tpu  JaedeKTe
TpaHcropTepa pubodaaBuHa, TO3TOMY Ha3HaueHHEe puOoduiaBuHa (OMOJIOTHYECKash aKTHBHAs J00aBKa)
per os B no3e 100-200 r/meHb TMO3BOJISET TMOJHOCTHIO KYNMUPOBATh KIMHUYECKHE M OMOXUMHUYECKUE
CUMITOMBI OOJIE3HH.

3.4. CumnTomMaTUUecKoe rneyeHue

- He pexoMmeHnayercs NpUMEHSTh IperapaThl BAIBIIPOCBON KUCIOTHI** B ciyyae HEOOXOIUMOCTH
HA3HAYCHUS TMPOTHUBOSIMICIITHYCCKON TEpamuu C ICJIbI0 IMPESJAOTBPAIICHUS PA3BUTHS TCUCHOYHOM
HegocratouHocTH [5, 12, 145].

VYpoBeHb yOeauTeabHOCTH A0Ka3aTenbCTB C (YypOBEHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

KOMMCHTapI/II/IZ VY mauueHToB C )Ie(beKTaMI/I MUTOXOHAPHUAJIbHOI'O B'OKI/ICHGHI/IH JKUPHBIX KHUCIIOT
IIPUMCHCHHUC BaﬂproeBOﬁ KHCIOTBI**  MOJKeT IIpUBECTH K PA3BUTUIO TSDKEJIOM IEeYSCHOYHOU
HEJOCTAaTOYHOCTH.

3.5. Xupypruuyeckoe neyeHue

IIpy BO3HMKHOBEHMM TIIOKa3aHMM Ul  XUPYPrUYECKMX BMEIIATENIBCTB  PEKOMEHIYETCs
KOJUICTHATIbHOE MPHUHSTHE PEIICHUS O TAKTHKE ero nposeaeHus [5, 12].
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4. MeguumHckan pea6m1MTaL|,m|, MeANLUUMHCKMNEe NMOoKa3aHuAa U NMpoTUuBONOKa3aHUA K
npunMmeHeHNO mMeTo40B pea6m1v|TaLwM

[TanenTam ¢ BpadoM-(pU3HOTEPANIeBTOM U BpavyoM MO JiedeOHOH (PU3KynbType pa3pabarbiBaeTcs
[IEPCOHAIM3UPOBAHHBIM Kypc peaOuiauTanuy, BKIIOYAIOMIMM Maccax, JiedyeOHyto (U3KYIbTYpY,
¢u3noTepaneBTHIYECKUe MPOLUEAYphl (MarHUTOTEPAIHIO, TEPMOTEPAIUIO, YIApPHO-BOJHOBYIO TEpAIIHIoO,
MeTO]T OMOJIOTHUECKOM 0OPATHOMW CBSI3U M IPYTUe MPOLEAYPHI).

Peabunurammonnsie kypcsl (maccax, JIOK, d¢usnonpouenypbl, IMICHX0I0T0-MeAarornyecKast
MTOMOIIb) PEKOMEHIYETCSI TPOBOJUTH B YCIOBHSX JHEBHOTO CTAllMOHApa ¢ 4acToTou 3-4 pasa B rox [1, 2,
14].

- Pexkomenpayercs mnamueHTaM M 4JeHaM HMX CeMed MPOBOAMTH KOHCYJIbTAllUIO/KOHCYJIbTAlluU
MEIUIIMHCKOTO TICHXOJIOTA C IIEJbI0 TOBBIIICHUS MPUBEPKEHHOCTH K JieueHuo [1, 2, 14].

VYpoBeHb yOeauTenbHOCTH J0ka3aTenbcTB C (YypoBeHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

KommenTtapun: OCHOBHOM 1i€nbl0 pabOThl NAJUIMATUBHBIX CIYKO SBIISETCS CO3/1aHUE BCEX
HEOOXO0IMMBIX YCIOBHIl ISl 0OecTieueHUs] HaX0sKICHUS! MallMeHTOB B JIOMAIIHUX YCIOBUSX, @ HE B CTEHAX
71e4eOHOr0 YUpEKJIEHHUS, YTO MO3BOJIAET HE TOJIBKO YIYYIIUTh KaYECTBO KU3HU MAllUEHTOB U UX CeMeil,
HO U CYILECTBEHHO CHU3UTH FOCYAAPCTBEHHBIE 3aTPaThl HA MOCTOSHHOE CTAI[MOHAPHOE JICYEHUE TaKUX
narenTtos [1, 2, 14].

5. lMpocdmnaktuka U pgucnaHcepHoe HaGnwaeHwe, MeOAULMHCKUE MNOKa3aHUA u
NPOTUBOMNOKAa3aHUA K NPUMEHEHUI0 MeTo40B NPoduNakTuKu

5.1. NMpodmnakTuka

Meauko-reHeTn4yeckoe KOHCyInbTUpoOoBaHue

- PexoMeHIyeTcsT MEIUKO-TEHETHMYECKOE KOHCYJIBTHPOBAHHME IIOCJIEC YCTAaHOBJICHUS JIUArHo3a
nanmeHTam ¢ FAOD, ¢ 1enplo pa3bsCHEHUH TE€HETHYECKOrO0 PUCKA, BO3MOXKHOCTH MPOBEICHUS
MpEHATATBPHOM M MPEUMIUIAHTAIIMOHHON JMArHOCTUKM I JIF000M Tochenyomed OepeMEeHHOCTH B
CEMBSIX, OTATOIIEHHBIX XOTs ObI 0HKM citydaeM FAOD [1, 2, 6].

VYpoBeHb yoeauTeIbHOCTH J0Ka3aTesIbeTB C (YpOBEHB TOCTOBEPHOCTH PEKOMEHIANH — D).

KommenTapuii: CembsasM ¢ OOJIBHBIMH  JICTBMH  PEKOMEHIIYeTCS  MEIUKO-TeHETHYECKOe
KOHCYJIbTHPOBAHHE C IEIbI0 ONpPENCICHUs T'€HETHYEeCKOTO pucka. Kak W mpu JIpyrux ayToCOMHO-
PEleCCUBHBIX 3a00JICBAaHUAX, I KaXJI0W OEpEeMEHHOCTH PHUCK POXKIeHUs peOeHka coctaisieT 25%. B
CEMBbSX, I'JIe eCTh O0JBHOW PEOCHOK, BO3MOXKHO TPOBEICHHUE MPEHATAIBHONW W MPEUMIUIAHTAIIMOHHOMN
IUarHOCTHKH.

[IpenaranpHas AMArHOCTUKA TMPOBOJUTCS MOJEKYISPHO-TEHETUYECKUMH METOJaMU, IIyTeM
uccnenoanus JIHK, BeimeneHnHo# n3 OGuonTaTa BOPCHH XOpHoHA Ha 9-11 Henenme OepeMEHHOCTH W/WIIH
KJIETOK aMHUOTHYECKOM >KHIKOCTH, TUIOAHOW KpoBU Ha 20-22 Hemene OepeMmeHHOCTH. [Ipm MATKmx
dopmax FAOD xopoI1io 0TBEYaONIIUX Ha TepaNuio, pelieHre 0 TPOBEICHNUU TPEHATATbHON JUArHOCTUKU
JOJKHO OBITh MPHUHATO TOJBKO IMOCHE MOAPOOHOTO OOCYKIEHHS C CeMbel BCEX PUCKOB M MPOTHO3a
3a00JIeBaHUs y TOTOMCTBA, BO3MOKHOCTEH JICUeHHUsI TPU PAaHHEH TUATHOCTHKE.

3[0poBbIN 06pa3 XKU3HU

HO,Z[pOCTKI/I H B3pOCJIBIC C FAOD JOJIXKHBI OBITh OCBCJOMIJICHBI O PUCKAX, CBA3AHHBIX C YPEC3MECPHBIM
ynOTpC6J]CHI/ICM aJKorojsa. AJKOroib I/IHFI/I61/IpyeT TJIFOKOHCOTCHC3, IIO3TOMY HAPYHIAKOTCId KakK
OKHCJICHUC KUPHBIX KHUCJIOT, TaK U TNITFOKOHCOT'CHE3, KOTOPBIC 00eCIIeunBaoT OpraHusm METa00JINYECKOM
3Heprﬂeﬁ BO BpEMA T'OJIOJaHHA. HGO6XO,Z[I/IMO PCKOMCHJAOBATHL OT'PAHUYCHUC HOTpCGJ’ICHI/I}I AJIKOIroJisi u
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BCETJla B COYECTAHUHU C €JI0M.

Hereii ¢ ycranoBieHHbIM auarHozoM FAOD cnemyer yuuth "3m0poBoMy oOpa3y ku3HH" ¢
MOMOIIIBIO TUETHI U (PU3NUECKUX yrpakHeHHH. HexoTopbie poauTenr 06eCOKOSHBI TEM, YTO UX PEOSHOK
HE eCT JIocTaToyHO. Ecin peOeHOK He cheaeT pPeKOMEHI0BaHHbIM 00beM, MOPLHUI0, IPU HEOOXOAUMOCTH
MOXXHO JOKOPMHUTh WJIHM OPTraHW30BaTh MEPEeKyc IMo3xKe, 4YToObl o0ecreynT (HU3HOIOTHIECKYIO
MOTPEOHOCTH B SHEPTHUH.

JIromn ¢ gepunmrom MCAD He HYXHalOTCS B JOTIOJHUTEIBHBIX KATOPHSX; CIEAyeT H30eraTh
nepee1anus u3-3a PUCKa 0)KUPEHHUS.

Kommenrtapuu: JlonrocpoyHsie pe3ynbTaThl HCCIEIOBAHUN MOKA3aJld, YTO JIFOJH, JEYUBIIUECS OT
nepurmra MCAD, ckiIoOHHBI K Ype3mepHOMy yBennueHuo Beca [108]. [letu B mpemnybepTaTHOM BO3pacTe
MOTYT UMETh W30BITOUHBINA BEC, BCIEJACTBHE YACTOTO KOPMJICHHS Kak 4yacTh JiedeHus. [lokazaTenu pocra
M Macchl TeNa JOJDKHBI TIIATEBHO KOHTPOJMPOBATHCA TPH KaXKIAOM TIOCEIIEHUH KIMHUKH.
JlmHaMu4eckoe HaOIOACHUE JIOJDKHO BKIIIOYATh PEKOMEHAIMH MO0 KOHTPOIIO MAacChl Tela, 00ydeHue
3I0pPOBOMY 00pa3y *KH3HH, BKIIOUAIOIIEMY B ce0s IpoOHOE perysipHOe MUTAHUE C COOMIOACHUEM HOPM
(U3MOTIOrNYECKON KaJTOpUITHOCTH M PEKOMEHIALMU IO (PU3UUECKON aKTUBHOCTH.

Ha6bnoaeHne B nepuon 6epeMeHHOCTU

- PexoMeHayercsa KOHCynbTauusl KEHUIMH-HOCUTENbHUL] FAOD 1 pa3bsiCHEHHs pPUCKOB
BO3HMKHOBEHHS aKyIlepckux ocnoxuenui [105, 138].

Yposens yoeautenbHocTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

Kommenrapuii: JKenuiunsl, y koTopbix Obu1 pedeHok ¢ FAOD mnojaBepxeHbl PUCKY BO Bpems
nocienytonux 6epemennocreir HELLP cunapomy. OcoOeHHO 3TO KacaeTcs CIEenyroNIuX 3a00JIeBaHUM:
nepuuute LCHAD, VLCAD, CPT1, CPT2 u CACT.

5.2. lncnaHcepHoe HabnogeHue

- PekomeHyeTcst onpeiesieHne KOHIEHTPAlUK allMJIKapHUTHHOB B KpoBH y nanueHToB ¢ FAOD ¢
IIEJIbI0 KOHTPOJIS YPOBHS CBOOOJHOTO KapHUTHHA M alliiIKapHuTUHOB [19, 21].

Yposens yoeaurenbaocT pekomeraanuii C (ypoBeHb T0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KomMmenrapuu: OnpeneneHue anujIKapHUTAHOB IMPOBOJUTCS C YacTOTOM: Kaxaele 1-2 Mecsna
MalyeHTaM JI0 roja, Kaxiasle 3-6 MecsleB y aered muaamie 6 Jier, Kaxiaple 6-12 mecsieB nmanueHTam
cTapiie 6 JIeT, 10 MOKa3aHWsAM B MEPUOJ U IPH IMOJO03PEHUH Ha MeTaboanyeckuii kpu3. HeoOxomumo
OTMETUTh, 4YTO YPOBEHb AIMJIKAPHUTHHOB MOXKET IOBBIIMIATHCS TpPH Ha3HadyeHUW JIeBOKapHUTHHA
(ITpunoxxenue 1'16).

- PexomennoBano BceMm marmueHTtaMm ¢ guarHo3oM FAOD oO0mwmii (KIMHUYECKHN) aHAIM3 KPOBH
pa3BepHYTHIN (reMOrJIOOUH, KOJIMYECTBO IPUTPOLUTOB, IIBETOBOW MOKa3aTelb, KOJIUYECTBO JIEUKOLUTOB,
TPOMOOIIMTOB, JeHKouuTapHas GopMmyia U CKOPOCTh OCENAHHUS APUTPOLMUTOB) ISl OLIEHKH OCHOBHBIX
mapaMeTpOB KPOBETBOPEHHUS M HAJIMYKsI BOCIIAIUTEIBHBIX IIporeccos [1, 2, 5, 28].

VYpoBeHb yOeauTenbHOCTH A0Ka3aTenbeTB C (YypoBEHb JOCTOBEPHOCTH PEKOMEHIAINN — 5).

KoMMeHTapuu: B CBSI3H C BBICOKUM PHCKOM Pa3BUTHUS HHTEPKYPPEHTHBIX WH(MEKIIHI 0OIIMii aHam3
kpoBH narueHTam ¢ FAOD npoBoauTcs ¢ 4acTOTOM: Kaxkible 6 MeCSIEB MallUeHTaM JI0 6 JIEeT, KaK/ple 6-
12 mecs1ieB nanueHTaMm crapiie 6 Jier.

- Pexomennyercs Bcem mnammeHtam ¢ FAOD mpoBeneHue aHanm3a KpoBH OHOXMMHYECKOTO
oOmeTepaneBTUIYECKOro (CoJiep>kaHue TIIIOKO3bI, oOmiero Oenka, OenkoBbIX (pakuuid, anpOymun, C-
peakTUBHOTO Oenka, oOmiero OuaMpyOMHa ¥ €ro (pakiuH, XOJIECTEpHHA, TPHUIIIMLEPUIOB,
JUMONPOTEUIOB HU3KOW M BBICOKOW IIOTHOCTH (MCCIEIOBaHUE YPOBHS JIMIIONPOTEMHOB B KPOBH),
IeJTOYHON ¢docdarazsl, KpEeaTuHHUHA, MOYEBHUHBI, MOUEBOM KHCIIOTHI, aMMOHUS,
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anannHamuHoTpanchepassl (AJIT), acnapratamunorpanchepassl (ACT), rammarmorammiITpanchepassl
(ITT), xpeaturdocpokunazpr (KOK), HccrnemoBanue  ypOBHSI/aKTHBHOCTH — M30()epMEHTOB
KpeaTUHKWHA3bl B KPOBH, JakTaraeruaporenasa (JIJI'), kanpius o0mero 1 MIOHM3UPOBAHHOTO, HATPUS,
Kamusi, Heopranmdyeckoro ¢ocdopa, xeneza, ¢GeppuTHHA, MarHUs, XJIOpa, MOJOYHOW KHCIOTHI),
MHCYJIHA, TI0Ka3aTellell KNCIIOTHO-OCHOBHOTO paBHOBecHs (MccnenoBanue ypoBHs Oy(QepHBIX BEIIECTB B
KkpoBu, MccnenoBanue ypoBHS BOAOPOJHBIX HMOHOB (pH) KpoBM), HccienoBaHHE YPOBHS MOJIOUHOM
KHACJIOTBI B KPOBH (JIaKTaTa) C LENbI0 OLEHKHA COCTOSHHUSA TICUSHH, IOYEK, OayaHca BaKHEHIIMX
HYTPUEHTOB TNPH TUETOTEPANHH, KalTbIHeBO-(POCPOPHOro 0OMEHA M BBIABICHHS OTKIOHEHUH Ba)KHBIX
OMOXMMUYECKUX TOKa3aTeNe 1l qanbHeneil koppekuuu [12, 132, 145].

Yposens yoeautenbHoCcTH pekomenaaiuii C (ypoBeHb JJOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KoMMeHTapuii: aHainu3 npoBoauTcs He peke 1 paza B 6 MecsIeB U 10 MOKa3aHUAM MPH YXYIILIEHUN
COCTOSIHUS ¥ TTPH METa0O0JIMIECKOM KpH3e.

- PexomennoBano Bcem mnamueHtam ¢ FAOD o6muii (KIMHUYECKUI) aHAIU3 MOYH, OIpPENEIeHNE
KETOHOBBIX TEJT JUIS OIIEHKH COCTOSIHUS MOYEBBIBOJAININX MyTel u mouek [1, 2, 5, 34].

YpoBeHb yoeauTeIbHOCTH JI0Ka3aTesbeTB C (YpOBEHB TIOCTOBEPHOCTH PEKOMEHIAINHU — 5).

KommenTapun: B CBSI3M C BBICOKAM PHUCKOM Pa3BUTHS HHTEPKYPPEHTHBIX HH(PEKIIUNA Y MAIIUEHTOB C
FAQOD pekomenayercst MpoBeAEHUE JAHHOTO MCCIIEIOBAHMS HE pexe 5 pa3 B roj

OO6byHO 00mMI aHanu3 mMoun marueHTam ¢ FAOD mpoBoauTcsi ¢ 4acTOTOM: Kaxkapie 6 MecsIeB
namyeHTaMm 10 6 jer, Kaxaple 6-12 MecsueB malMeHTaMm cTtapiie 6 JieT, yame — M0 MOKa3aHUsM MpHu
YXYIIICHUH COCTOSIHUS M P METa00JIMYECKOM KpHU3eE.

- Pexomenpayercst ompeneneHue 1abopaTOpHBIX IMOKaszaTened (KHUCIOTHO-IIEIOYHOTO COCTOSIHUS
kpoBu (MccrnenoBanue ypoBHs Oy(depHbIX BELIECTB B KpoBH, VcciienoBanue ypoBHs BOAOPOJHBIX HOHOB
(pH) xpoBm), ucciaenoBaHUE YPOBHS MOJIOYHOM KHUCIOTHI B KPOBH (JIaKTaTa), TIJIFOKO3a, SJIEKTPOJIUTHI
(kamuii, HATpUH, KaJIbIMH MOHW3UPOBAHHBIN, XJIOP) B MEPHO] U MPHU TOJO3PEHUN HA METa0OJIMYECKUMA
KpU3 TaleHTaM C KIWMHUYEeCKHUMHU W/WIM OMoXuMHUuYecKMMH mnpuzHakamMu FAOD ¢ 1enbio OleHKH
COCTOSIHHSI M CBOCBPEMEHHOM Koppekiuu tepanuu [12, 132].

YpoBeHb yOeauTeabHOCTH A0ka3aTenbeTB C (YypoBEeHb JOCTOBEPHOCTH PEKOMEHAAINH — 5).

- PexoMeHyeTcsi BceM MalMEHTaM C MaTOJIOTHEN CepJeuHO-COCYIUCTON CHUCTEMBbl UCCIIEIOBAHUS
ypoBHs1 N-TepMHHAJIBHOTO (PparMeHTa HaTpuiypeTHdeckoro mporentuaa mo3roBoro (NT-proBNP) B
KpOBU Ui CBOEBPEMEHHOW JIMAarHOCTHKU CEpJACYHON HEJOCTAaTOYHOCTH, JuddepeHnnaIbHon
JMArHOCTUKH C OJBIIIKOW, BBI3BAHHOI pPECNUPATOPHBIMU HAPYILIEHUSMHU, JUIsI PELICHHS BOIPOCOB O
CTapTe/KOPPEKIUU KapJHOTPOIHOM Tepanuu [11, 133].

VYpoBeHb yOoeauTeabHOCTH A0Ka3aTenbcTB C (YypoOBEHb JOCTOBEPHOCTH PEKOMEHIAIUK — 4).

- Pexomenmyercss mpoBeneHue xoirepoBckoro MouutopupoBanus DKL, Dxo-KI', marmentam c
FAOD mpu mocTaHoBKe auarHosa, jJajee He peske 1 pasa B roj ¢ IelIbl0 JHATHOCTUKU MATOJOTHH CO
croponsl CCC [97, 109, 129, 133].

YpoBeHb yOoeauTenbHOCTH A0Ka3aTenbCTB C (ypoBEeHb JOCTOBEPHOCTH PeKOMEHAAIN — 4).

- Pexomennyetcs npoBeaeHue snekrposHiedanorpaduu (330) mauuentam ¢ FAOD npu Hanuuuu
HEBPOJIOTUYECKOW CHUMITOMATUKUA MJIsi BBISABICHUS SIUJIENTHYECKONM AaKTUBHOCTH M JUISI KOHTPOJS
MPOTUBOSIMHICTITHYECKON TEPAHK COTJIACHO KJIMHHYECKUM pEeKOMEHAaIusM 1o srunerncuu [ 35, 158].

VYpoBeHb yoeautenbHoCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH 0Ka3aTEIbCTB — 4)

KommenTtapuu: B Tom uncie 931 ¢ BuneomonutopuHrom. [Ipu oTcyTCTBUM MPHUCTYNIOB — HE peke |
pasza B T, MPU HATUYUH SIIICTITUYSCKUX MPUCTYIIOB — MO MOKA3aHUSM.

- Pexomenayercs npoBefieHHE YIbTpa3ByKoBOro uccienoanus (Y3U) opranoB OpromiHo# moI0CcTH
narpeaTaMm ¢ FAOD s BBISIBJICHHMS ITATOJIOTHH TiedeHu U nouek [9, 12, 13, 145].
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YposeHs yoeaurenbHocT pekomenaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTtapun: KpaTHOCTh IIpu OTCYTCTBMM M3MEHEHUH — HE pexe | pasza B roj, Npu HaJIWYUU
[IATOJIOTUHU TIEYEHU — I10 MIOKA3aHUSIM.

- Pexomennyercs nposeneHue odranbmockonuu nauuentaMm ¢ FAOD c 1enbio cBOEBpEMEHHOTO
oOHapyxeHus 0pTaaTbMOIorHuecKoi narooruu [38, 149].

Yposens yoeaurenbHocTH pekomenaaiuii C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTEILCTB — D)

KommenTtapun: KpaTtHocTh Ipu OTCYTCTBMM M3MEHEHUH — HE pexke | pasza B roji, Npu HaJIUYUU
[IATOJIOTUU — IO TTOKa3aHUSIM.

- Pexomennyercs mnaunumentamMm ¢ FAOD mnpoBeneHue KOppeKIUHM JIe4eOHOTO MHTAHUSA U
CUMIITOMATUYECKON TepaIluu C IENIbI0 UCKIIOYEHUST OETKOBO-2HEPTeTHUECKON HemocTaTouHoCcTH [11-14,
105].

Yposens yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

Kommenrapun: Koppekuuio auerorepanuy TPOBOJST BPAuU-TEHETHKH WM BPAdU-IUETOJIOTH C
yactoToi 1 p/™mec. Ha 1 rony »xu3Hu, ganee 1 p/3 mec. u o nokazanusiM 1o 3 net; 1 p/6 mec. nocne 3 jer.

- Pexomenayrorcs ais HaOMIOIEHUS TAIMEHTOB C YCTaHOBJICHHBIM nuarHo3oM FAOD mpumeHsaTh
MYJIBTHAMCIMILTAHAPHBIN TI0IX0]] BBUY TOTO, UYTO 3a00JICBaHHSI XapaKTEPU3YIOTCS MOPAKEHUEM MHOTHUX
OPraHoOB M CHCTEM, TpeOyeT KOMIUIEKCHOH TepaIvu, 9YTO JTUKTYeT HEOOXOUMOCTh COBMECTHOTO BEJICHHS
narueHTa CrenuaaIucTaMu pasHbix npodueit [12, 13, 15, 28, 145].

VYposens yoeaurenbuocTH pekomeraauii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — D)

KoMMeHTapuu: moka3aHbl MEpPBUYHBIE M TIOBTOPHbIE KOHCYJIbTAllMM Bpada-T€HETHKa, Bpaua-
odTanbMoJIOra, Bpaya-HEBPOJIOTa, Bpada-racTpOIHTEPOJIOra, Bpaya-3HAOKPHUHOJIOra, Bpaya-Kapuosora,
Bpaya-JIeTCKOTO  KapAuoJiora, Bpada-Hedposiora, Bpada-lieauarpa/Bpada-TepaneBTa/Bpada oOIIen
MPaKTUKHU (CEMEHHOTO Bpaya), a TAkKe Bpauel Ipyrux crennaibHocTel mamuerTam ¢ FAOD, umeronum
HapyleHus: QyHKUUNH COOTBETCTBYIOIIMX OPIaHOB M CHCTEM

- Pexomenpgyercss oOydeHue poauTenell (3aKOHHBIX TMPEJCTaBUTENEH )/MAllMeHTOB MpaBUIaM
OpraHM3alMi Teparuyd B MEKIPUCTYIHBIA MEpUOJ M B MEPHOJ YIpo3bl METabOIMUYECKOro Kpu3a
nanueHToB ¢ FAOD c 11e1bi0 npeoTBpallieH sl Pa3BUTHS MOBTOPHBIX MeTaborueckux kpu3os [105].

VYpoBeHb yoeauTenbHoCTH pekomenaaiuii C (YypoBeHb JOCTOBEPHOCTH JJOKA3aTeIbCTB — 5)

Kommenrtapuu: ¥V ponuteneir pedeHKa Bcerja JOHKHA OBbITh MaMsTKa C yKa3aHHEM HEOTJIOXKHBIX
MEpOTIPUATHI B IEpHO]I HaunHarouierocsi Mmetadonmdeckoro kpuza (IIpunoxenue '17).

6. OpraHusauusa okasaHMA MeAULMHCKON NoOMOoLUn

[Tokazanust 1sl IJIAHOBOM TOCHUTATU3ALINY:

- HE0OXOJIMMOCTh MPOBEICHHS PA3IMYHBIX BUAOB IKCIEPTU3 WM OOCIEIOBAaHUS B MEIUIIMHCKON
OpraHM3alMi TMPU HEBO3MOXXHOCTH TPOBEIACHHUS HX B aMOyJaTOPHBIX YCIOBHUSX, TPEOYIOMIMX
JMHAMHYECKOTo HabmoieHus (B TOM uucie odopMIIeHHE 3aKiIoueHus (eepalbHOr0 KOHCHINYMa).

[Tokazanus 11t SKCTPEHHON TOCIUTATU3ALINU:

- OCTpbIe 3a00JIeBaHMS;

- 000CTpeHHsI XPOHUYECKHUX O0JIe3HEN;

- OTpaBJICHUS U TPaBMbI, COCTOSIHUA, TpeOyollne WHTECHCHUBHOW Tepalnud M TepeBoja B
pEaHUMAIIOHHBIE OTACNEHUS WIM OTACNEHUS HWHTEHCHMBHOW Tepamuu a TakkKe KPYrJIOCYTOYHOTO
MEHUIIMHCKOTO HAOMIOICHUS U TIPOBEICHMSI CIICIIUABHBIX BUJIOB OOCIICIOBAHMSI U JICUCHUSI.

IToxa3aHus K BBIITMCKE NMALMEHTA U3 MEAULIMHCKON OpPraHNU3allun:
- OTCYTCTBHUE YTPO3bI )KM3HU OOJIBHOTO;
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- OTCYTCTBHUE yIPO3bI Pa3BUTHSI OCIOKHEHHA, TPEOYIONTUX HEOTIIOKHOTO JICUCHUS;

- cTaOuIM3anus COCTOSHHS W OCHOBHBIX KJIMHHMKO-Ta00paTOPHBIX MOKA3aTeNIeH MaTOJOrHYECKOro
mpoiiecca o OCHOBHOMY 3a00JICBaHUIO;

- OTCYTCTBHE HEOOXOJMMOCTH B IOCTOSSHHOM BpauyeOHOM M KPYIJIOCYTOYHOM MEAUIIUHCKOM
HAOJIFOICHUH 110 OCHOBHOMY 3a00JICBaHUIO;

- HEOOXOJMMOCTH IepeBoja OOJILHOIO B JPYryH0 OOJBHUILY WM YYPSIKICHHUE COLMAIBHOTO
o0ecrieyeHusl.

[Tauentam ¢ FAOD 1 pa3 B 6-12 mec. (B COOTBETCTBUU C TSDKECTBIO COCTOSIHUSI) IOKAa3aHO
KOMILJICKCHOE 00CTIeIOBaHNE B MHOTONIPO(HIILHBIX CTAllMOHAPAX.

[Ipo1OMIKUTENBHOCTh TOCIUTAIM3AMN  3aBUCUT OT CKOPOCTH KOPPEKUUU MeTa0OJINYECKUX
HapylIeHUH, a TakKe€ OT CPOKOB TOSBJIEHUS MOJIOKUTEIbHOW TUHAMHMKU CO CTOPOHBI LIEHTPAJIbHOU
HEpPBHOM CHCTEMBbl U JAPYIrUX OPraHOB, CKOPOCTU BOCCTAHOBJIEHMS IOKa3aTesiel TIJIIOKO3bl KPOBU H
KHCJIOTHO-IIIEJIOYHOTO COCTOSIHMSI, OTBET Ha JIEYeHHE OTMedaeTcsl B TeueHue S5-7 aneil. [IpeOviBanue B
CTallMOHape B Cpe/iHeM cocTaBisieT 21 JieHb.

[locne BBINIMCKM W3 CTallMOHAapa JETH HYKJAIOTCS B HaOJIOJEHUM TIeAuaTpa, HEBPOJora,
KapJuoJyiora, TracTpodHTepoJsiora, odrampMosora, aMeTosora, TeHetwka, mnpoBenenun OKIT (o
TTOKA3aHHUsM ).

Habmonenue manueHToB MO MECTy KUTeNbCTBa (B amMOylaTOPHO-TOJUKIMHUYECKUX YCIOBHSIX)
JOJI’KHO OCYILIECTBIISTHCS TIOCTOSHHO.

7. DononHutenbHaa nHgpopmauma (B ToM yucne dakTtopbl, BNUsOLWME Ha uUcxon
3aboneBaHuA UM COCTOAHUSA)

[IpoIOMIKUTENBHOCTh KU3HW BO MHOTOM 3aBUCUT OT TSDKECTH 3a00JeBaHUSl M IPOBEICHUS
MaTOr€HETUYECKOW M CUMIITOMAaTUYECKOM Tepanuu. [[puunHON cCMepTH Yaille BCEro sIBJISIOTCA CEPACHHO -
JIErOYHAas HETOCTATOYHOCTb.

B cnyuae mokaszaHus K IMETOTEpANMH, CIEAYET HAYaTh JICUEHHWE KAaK MOXHO PaHbIIE C LIEJIBbIO
[IPEIOTBPAILECHHs TPOIPECCUPOBAHUS OCIOKHEeH I [1-4, 11-14].

[IporHo3 cocTosiHUST M YPOBHSL IICUXMYECKOTO PAa3BUTHUS IAUMEHTOB 3aBUCUT OT TSHKECTH
3a00JIeBaHUs, CTENEHU IMOPAKEHUS BHYTPEHHHMX opraHoB (cepaue, nedeHb) u LHHC, cpokoB Hayana
nedyeHus U A(G(EKTUBHOCTH UHTCHCHBHOW TeEpaluu MpH METa0OJMYecKoW JeKoMmreHcauuud. PaHo
MaHH(eCTUpYIoas cucTeMHast Gopma 3abosieBaHus OOBIYHO MMeEeT OoJiee TSHKEIIoe TCUCHHE U MEHee
ONaronpusATHBIA IPOTHO3.

HebnaronpusitHele j1a00opaTopHble NPU3HAKH, CBUICTENHCTBYIOIIME O HEcOATaHCHPOBAHHOCTU
Tepalmul W Yrpo3e pa3BUTUS META00JIMYECKOTO Kpu3a: YMEHBIIEHUE COAep)KaHus CBOOOJHOTO
KapHUTHHA, TIIOKO3bl, TEHICHIMsS K CHIDKeHuto pH kpoBu, aepuuuty OCHOBaHUM, HapacTaHue
COJIep’KaHUs alMJIKAPHUTUHOB C OYEHb [UIMHHOM MLenblo (IPH CHIKEHUHM TIOKa3arens CBOOOJHOTO
KapHUTHHA) B KPOBH U MOBBIIIEHUE SKCKPELIUH OPraHUUECKUX KUCIIOT.

Ha HemocTaTro4HOCTh HYTPUTHBHOM MOJAECPKKU YKA3bIBA€T CHIDKEHUE YPOBHS TeMOTJIOOMHA,
xKeneza, obmero Oenka u anbOymuHa. Hu3kuil ypoBeHb B KpPOBM HE3aMEHHMMBIX JKHUPHBIX KHCIIOT
(TMHOJIEBOM, JIMHOJIEHOBOM, apaXxuJOHOBOM, OKO3areKCaeHOBOM W [p.), HApYIIEHHOE COOTHOILEHHE
JIMHOJIEBOM/IMHOJIEHOBOM KHCcHOT (B HOpMe 5:1-10:1) MOryT 00ycIOBHUTH 3aJIepkKKy IICUXOMOTOPHOIO U
pEYEBOro pa3BUTHS, CO3PEBAHNE IMMYHHOM CHCTEMBI U CHUJKEHUE OCTPOTHI 3pEHUS.

OnnuM 13 3¢ PEeKTUBHBIX MOAX0A0B K paHHel nuarHoctuke FAOD sBisercs MaccoBbI CKPUHUHT
HOBOpOxJeHHbIX. HeonaTanbHblil ckpuHuHr B PO Ha FAOD npoBoauTes B OT/ACNBHBIX perroHax [1-3].

Bce 10omkHBI HMeTh dYacTo OOHOBJIsieMOE "IKCTpEHHOE" TMHChMO, KOTOPO€ MOXKET NpHU
HEOO0X0AMMOCTH TepeIaBaThCsl MEAUIIMHCKUM pabOTHUKAM, KOTopbele MOryT He 3HaTh 0 FAOD Ilpumep
TaKoM namsTKu npuseneH B [Ipunoxenun I'17.
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Kpurepun kauecrsa

OreHKa BBIIOJHEHUSI

BrinonHeHo ompeneneHre KOHLEHTPAIMK AlMJIKAPHUTUHOB (TIpU
MMOCTAaHOBKE JTMAarHo3a)

Ha/uer

BeimosiHeHO  Ha3Ha4YeHWE ~— OMOXMMHYECKOTO  aHalu3a  KPOBH
obmerepanestuueckoro (ACT, AJIT, K®K, rmoko3a, JI/I,
XOJICCTCPUH, TPHUIJIMIICPUIBI) BCEM IMAIMCHTAM C KIMHHYECKHUMH
w/unmu Omoxumuueckumu mnpuzHakamu FAOD (mpu mocTaHOBKe
JMarHo3a  Jajee Kaxapie 6 MecsIeB)

Ha/uer

BrinosiHeHo ucciieoBaHue KUCIOTHO-OCHOBHOTO COCTOSIHHSI U Ta30B
KpOBU TIpU IOCTAHOBKE JUarHo3a U NpU yrpo3e MeTaboJIMuecKOro
Kpu3a

Ja/mer

BbinosnHeHO  MOJIEKYNSIPHO-TEHETHYECKOE  HCCIENOBAaHUE  IPH
MMOCTAaHOBKE MarHo3a

Ja/mer

Bemomnena  OKI, osxokapauorpadus BceM  THalMEHTaM  C
KIIMHUYECKUMHU W/Wiau Ouoxumuueckumu npusHakamu FAOD (mpu
MIOCTaHOBKE TMarHo3a u jajee He pexxe 1 pasza B rox)

Ja/mer

BrimostHeHO ompesienieHue pa3MepoB TIEYCHH U CEJIC3CHKH 10 JIAHHBIM
yIBTPAa3BYKOBOTO HCCJIEOBAaHUS BCEM IMAllUEHTaM C KIMHUYECKUMU
w/unmu  Omoxumuueckumu mnpusHakamu FAOD (mpu mocTaHOBKE
JIMarHo3a W aajiee Nmpu OTCYTCTBUM M3MEHEHUM — He pexe 1 pa3a B
roJi, Mpy HAJIMYUH MATOJIOTUU NIEYEHU — 110 TTOKa3aHHIM)

Ja/aet

BrimonHeHo snextposnnedanorpadus (Ipu OTCYTCTBUH MPUCTYIIOB —
1 p\rox)

Ja/aer

Bremonnena KOHCYJIbTallUd BPadYOM-IT'CHECTHUKOM IIPpHU YCTAHOBJICHHUU
Juardo3sa

JHa/aet

Bremonnena KOHCYJIbTaluA BpadOM-KapAHuOJOro M/ BpauoOM-IAE€TCKUM
KapauoJIoroMm IIpu HaJIW4YUKW  [1AaTOJIOTMHU cepz[equ-cocy/:[HCToﬁ
CHCTCMBbI

Ha/aer

10.

Breimonnena KOHCYJIbTAllUA  BpA4OM-HEBPOJIOTOM IIpU  HAJIHWYUHU
IIaTOJIOTHH CO CTOPOHBI HeHTpaHBHOﬁ HepBHOﬁ CHUCTCMBI

Jla/aet

11.

Brinonnena KoHCydbTalus BpauyoM-0(pTalbMOJIOTOM (MIPH HAIMYHH
MATOJIOTUU 3PEHUS)

Jla/aet

12.

BbinonHeHa KOHCYNbTAIMsl BpavyoM-TIEAMATPOM/BpadOM-TepareBTOM
He pexe | pasa B 6 mecsues

JHa/uer

13.

BbInonHeHa KOHCYNbTAlMsl BpavuoM-IUETOJNIOTOM (TP IOCTAHOBKE
JMarHo3a u janee ¢ yactotou 1 p/mec. Ha 1 roay »ku3nu, aaiee 1 p/3
Mec. M Mo mnokasaHusM a0 3 ner; 1 p 6 mec. mocne 3 Jer) ¢
nepepacyeToM JUeThl B 3aBUCHMOCTH OT NPUOABKM Macchl Tela U
BO3pacTa

Ja/uer
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[Tpunoxenue Al

Cocras pa0oueii rpynnsl mo pa3padorke u nepecMoOTpy KJIHHHUYECKUX
peKoMeHxaumnin

1. baraeea ManneHa OHBEpOBHa — K.M.H., CTapliMid HAY4YHBI COTPYIHUK OTICICHUS
MEeIUATPUYECKONM TracTpodHTeposioruu, remnarojoruu u auerorepanun PI'BYH "OUIl nuranus u
ouorexnonorun", accucteHT kKadeapst PI'AOY BO PHUMY um. H.U. [Tuporosa Munzapasa PO.

2. baiigakoBa ['anmHa BukrtopoBHa — K.0.H., BeaylIMid HaydHBI COTPYOHHK JabopaTtopuu
HacnencTBeHHbIX Oone3Heil oomeHa GI'BHY "Menuko-reHeTHuecKuii HaAy4YHBIN IIEHTP UM. aKaJleMUKa
H.II. BoukoBa", wien Poccuiickoro o01iecTsa MeAUIIMHCKUX T€HETHKOB.

3. bapanoB Anekcannp AnekcanapoBuu — akan. PAH, mpodeccop, 1.M.H.; MOYETHBI MPEe3UACHT
Coro3a nenuarpoB PD, coBetnuk pykoBoaurtenss HUU nenunarpuu n oxpansl 310poBbs nerei [IKb PAH,
npodeccop kadenpsl neauarpuu U nerckoil pesmartonorun GI'AOY "llepeiiit MIMY um. U.M.
CeuenoBa" Munzapasa PO (CedyeHoBckHii YHUBEPCHUTET), TTIaBHBIN BHEIITATHBIA CIIEIUATIUCT MEAHATP
Munsapasa PO.

4. bymyeBa Tarebana BmagumupoBHa — 1a.M.H., OI'AY "Hayuynelii MeIMUMHCKHUI
HCCIeA0BaTENbCKUN LEHTP 310poBba feTeil”" M3 PO, unen Coro3a neguatpos PO.

5. Bamaxmanze Harto J[xymOepoBHa — J.M.H., pyKOBOJAUTENIb OTHeNa OpdaHHBIX OoJie3HEH U
npo(MIaKTUKA MHBANIUAM3UpYromux 3abonesanuit HUM neauarpum m oxpassl 310poBbs aereit LIKB
PAH mpodeccop kadenpsl ¢akyapreTckoil neamaTpuu neauarpuyeckoro gaxynsreta ®I'BOY BO
"PHUMY um. H.1. ITuporosa" Munsapasa PO.

6. BumneBa Enena AunekcaHapoBHa — A.M.H., 3aMectutens pykoogutens HUW menmatpum n
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oxpanbl 31m0poBbst gereid LIKb PAH MunoOpHaykun 1o HayyHOW pabore, IOLEHT Kadeapsl
¢baxkynpTeTcKON neauarpun neauatpudeckoro gaxymnsrera ®I'bOY BO "PHUMY um. H.W. TIuporosa"
Munzapasa PO, unen Coroza neauarpon POD.

7. HertspeBa AnHa BraauMupoBHa — J.M.H., ipodeccop, 3aBeayromas otaenom neauatpun, @I'BY
"HMMUL] akymepcTtBa, ruHekosnoruu v nepunaroigorun uM. Ak. B.UM. Kynakosa", uwnen Poccuiickoro
oOr1ecTBa HEOHATOJIOTOB.

8. JoxmykuHa AnuHa AJnekceeBHa — Bpay-HEOHATOJIOr, MIIAJIIMKA HAYYHBIH COTPYIHHMK OTAEa
nequatpuun GI'bY "HMMUL akymepcrBa, runexosnoruu u nepunaroygoruu um. Ax. B.M. Kynakosa" unen
Poccuiickoro o01iecTBa HEOHATOJIOTOB.

9. 3apybuna Bepa BiaqumupoBHa — Bpad-renetik Mopo3sosckoii JII’Kb JI3M.

10. XKypxoBa Haranust BsiuecnaBoBHa — K.M.H., Beqymui HayuHbli coTpyanuk HUUW nequarpuu u
oxpanbl 310poBbs aereir [IKb PAH, unen Coroza memamuarpoB PO, uneH Acconuanuu MEIUITUTHCKUX
reHeTukoB (AMI).

11. 3axapoBa Ekarepuna IOpbeBHa — 1.M.H., 3aBejayrolias JiabopaTopueil HacleACTBEHHbIX
6onesneit oomena ®I'BHY "Menuko-renerndyeckuii HayuHblii 1eHTp uM. akajgemuka H.I1. Boukoma',
wieH Poccuiickoro oOmiectBa MEAUIIMHCKUX T€HETUKOB, YIEH €BPOINEHCKOro OOIIecTBa MO M3YYEHHUIO
HacJIeICTBEHHBIX Oosie3Helt ooOmena BemecTs (SSIEM).

12. Ky3zenkoBa Jlrogmuna MuxaidsioBHa — J.M.H., 3aBEAYIOIIAasl OTAEICHUEM MCUXOHEBPOJIOTUU U
ncuxocomatnueckon maronornn GI'AY "HayuHslii MEAMIIMHCKAN MCCIENOBATENBCKUN HEHTP 310POBbS
nerei" M3 P®, unen Coroza neguatpoB PD.

13. Kynes Cepreit UBanoBuy — un.-xkopp PAH, n.m.1H., qmupextop ®TBHY "Meanko-reHeTHYECKU
HaydHbl LeHTp uM. akajgemuka H.II. boukosa", IlpesmpeHt Acconmanuy MEAMIIMHCKAX T'€HETHKOB
(AMI).

14. JlaBpoBa Amia EBrenreBHa — [.M.H., T[JaBHBIM Hay4HbIM COTPYIHHUK, Bpad BBICIICH
KBATM(UKAIIMOHHONW KaTeropuu mo crnenuanbHocTu "llenuarpus”, 3aBemyromas 2-M MeAUATPUUECKAM
otaenenueM, ®I'bOY BO "[IpuBomKCkuil nccaeq0BaTeIbCKU MEAUIIMHCKUN YyHUBEpCUTET' M3 PO.

15. MuxaiinoBa Cpetrnana BurtanbeBHa — A.M.H., 3aBeayromas otneneauem OI'BY "Poccuiickas
Herckas Knunnueckast bonpauma" M3 PO.

16. HamazoBa-bapanosa Jleiina CelimypoBHa — akaa. PAH, npodeccop, a.M.H., mpe3uaeHT Corosa
nequatpoB P®; mact-npesunent EPA/UNEPSA; pykoBoautens HUM nmenuatpuu u oXpaHbl 3I0pPOBbS
nereit [IKb PAH, 3aBenyromas kadeapoi ¢akyabTETCKOW NEAMATPUM TNEAHATPUUYECKOTO (haKyiIbTeTa
OI'bOY BO "PHUMY um. H.W. Iluporosa" MunznpaBa P®, rnaBHbII BHEIITATHBIA JETCKUU
CHEIUATUCT 10 MpodUIaKTHIECKONH Meauiinae Mun3apasa PO.

17. Hazapenko Jlrogmuna IlaBinoBHa — npodeccop, 1.M.H., 3aMECTUTEIb AUPEKTOpa MO0 HAYYHOW U
nedeOHOM paboTe, pyKoBOOUTENb Naboparopuu HacieAcTBeHHON mnatonmorun HUW  memunmnckoit
renetuku, Tomckoro HUMII PAH, unen Accorpanuy MEIUIMHCKUX TeHETUKOB (AMI).

18. HuxomnaeBa ExarepuHa AJieKCaHApOBHA — J.M.H., TJIABHBIM HAayYHBI COTPYIHUK OTAEJICHUS
HACJIEICTBEHHBIX M BPOXKJIEHHBIX 3a00JIeBaHUI C HapyIIeHHEM IMCUXHKU HaydHo-HccrnenoBaTeabcKoro
KJIIMHUYECKOro MHcTuTyTa neauarpun umenu akaia. fO.E. Benptumesa 'b6OY BIIO PHUMY um. H.N.
[Iuporosa Munszapasa PO otaena KIMHAYECKON TeHETUKU HaydHO-UCCIEn0BaTENbCKOTO KIMHUYECKOTO
nHctutyta neauatpun umenu akaia. [O.E. Bensrumesa ®I'AOY BO PHUMY um. H.M. ITuporosa
Munsnpasa PO.

19. IlepBynuna TarbsiHa MuxaiiioBHa — J.M.H., Bpad-lieIuaTp, Bpad-A€TCKUI KapauOJIOT, TOLEHT
kadenpel memuatpun MeaunuHckoro dakynereta CIIBI'Y, nupekTop HWHCTUTYTa MEIUATPUU U
nepusHarosiornu ®I'bY "HMUILL um. B.A. Anmasosa".

20. [TewarnukoBa Haranbs JIeonunoBHa — pykoBoauTenb ['opoackoro LleHTpa opdaHHBIX U APYTUX
penkux 3aboneBanuii y aereit u noapoctkos ['bY3 "Mopo3sosckas AI'’Kb JI3M".

21. Penuna Csernana AdanacbeBHa — K.M.H., Bpau-reHeTMk ®I'BHY "Menuko-reHeTnueckuii
Hay4HbI 1ieHTp uM. akagemuka H.I1. boukoBa", unen Poccuiickoro o6uiecTBa MEUIIMHCKUX T€HETUKOB,
yieH AcCCOLMALNKN MEAUIIMHCKUX T€HETUKOB.
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22. CmupHoBa Onpra SlkoBieBHa — Bpay-I€HETUK, CTaplUIMil Hay4dHbIH COTPYAHUK OTHAENa
CTaHJAPTHU3aLMU U U3Y4EHHsI OCHOB JOKa3arenbHOM meauuuHel HMM nmennatpum v oXpaHbl 310pOBbs
nereii LIKb PAH.

23. CeurtoBa ['ynpnapa HapumanoBHa — K.M.H., TJIaBHbIH Bpau MeauKO-T€HETHYECKOTO ILIEHTpa
(I'enernueckoit kimuankn) HUW menununckoit reneruku, Tomckoro HUMIL PAH.

24. CrpoxoBa TarpsiHa BukropoBHa — n.M.H.,, mpodeccop PAH, 3aBemyromas otneneHuem
MeUaTPUIECKON TacTpod’HTEeposoruu, remarojorud u gauerorepanuun GI'BYH "OUIl nurtanus u
ouorexnosoruu", 3apeayromas kadeapoi ""'acrposnreponoruu u muetosorun” ®I'AOY BO PHUMY
nM. H.W. IInporosa Munsnpasa PO.

25. CenumssiHoBa Jlunua PobepToBHa — K.M.H., Benyluil HaydHblii coTpyauuk HUW nenuatpuun u
oxpanbl 370poBbs aereil LIKb PAH MunucrepctBa Hayku u Beicuiero oOpaszoBanus P®d, poneHt
kadenpsl neauatpuu U aerckoi pesmatosiorun ®I'AOY "llepseiik MI'MY wum. U.M. Ceuenona"
MunzapaBa P® (CeueHoBckuil YHHBEpCUTET), HOLEHT Kadeapbl (PakyabTEeTCKOM menuaTpuu
neauarpudeckoro akynprera @I'bOY BO "PHUMY um. H.U. [Tuporosa" Munszapasa PO, unen Corosa
neauaTpos PO.

26. Tapan Haranus HukonaeBHa — K.M.H., CTapliMid Hay4yHBI COTPYIHUK OTHEJICHUS
MEeIUATPUYECKOM TracTpodHTeposoruy, remarojoruu u auerorepanuu PI'BYH "OUIl nuranus wu
ouorexnonorun", accucteHT kapeapst PI'AOY BO PHUMY um. H.U. [Tuporosa Munzapasa PO.

27. ®ucenko Annpeii IlerpoBuu — 1.M.H., podeccop, 3aciayxeHHblii Bpau PO, nupextop OT'AY
"HarmoHanbHbI MEAUIIMHCKUNA UCCIIEIOBATEIBCKUIM EHTP 310POBh nieteil”" Munznpasa PO.

MpeacrtaBuTenn o6LWeCcTBEHHbIX NALUEHTCKMX OpraHu3auun:
[Torocstx Hemmu CepreeBHa — npencraButenib Beepoccuiickoro oomectBa opaHHbIX 3a001eBaHI

ABTOPBI TIOJTBEPKIAIOT OTCYTCTBHE (DHHAHCOBOW IO ICPKKH/KOH(IMKTA HHTEPECOB, KOTOPBIN
HE00X0MMO 0OHAPOIOBATE.

[Tpunoxenue A2

MeTtonoJiorusi pa3padoTki KIMHUYECKHX PeKOMeEH AU

Hacrosimue pekoMeHnanuu mpeaHa3HadeHbl A TPUMEHEHUS MEIUIUHCKUMU OpraHu3alUusIMHU U
yUpeKIeHUSAMU  (enepanbHbIX, TEPPUTOPHAIBHBIX W  MYHHUIMIAIBHBIX OpPraHOB  YIpPAaBIICHUS
3/IpaBOOXpPAHEHUEM, CHUCTEM O0S3aTENIbHOTO U JOOPOBOJIBHOIO METUIIMHCKOTO CTPAaXOBaHUA, JPYTHUMH
MEIUIIMHCKUMU  OpPraHU3alUsIMU  Pa3jIMYHbIX OPraHU3alMOHHO-NIPABOBBIX (OPM  JEATEIbHOCTH,
HaIpPaBJICHHOM Ha OKa3aHWE MEAUIIMHCKON TTOMOIIIH.

Hacrosimue pekoMeHIauu yCTaHABIMBAIOT BUJbI, 00bEM U MHIAMKATOPHI KaueCTBa METUIIMHCKOM
MTOMOIIY MAIIMeHTaM IIPU HAPYIICHUAX OKHCIECHUS KUPHBIX KUCIOT U ObUH paccMOTpeHsbI 1-2 urons 2018
roja B pamkax Hayuno-npaktuueckoro koHrpecca "Opdannsie 6oe3nn" B Mockae.

Knuanueckre pekoMeHJalMu CO3/laHbl Ha OCHOBAaHMM CHCTEMAaTHMYeCKOro 0030pa JMTepaTypbl
1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, c
HCII0JIb30BAHUEM CO3/IaHHBIX ITPOTOKOJIOB COBPEMEHHBIX MEXIYHAPOIHBIX KIMHUYECKUX PEKOMEHIAINN
10 TUarHOCTHUKE, JIEUCHHUIO U BEJACHUIO NAllMEHTOB C METab0JINYECKUMHU OO0JIE3HAMMU.

Hapymienust okucneHus: KUPHBIX KUCIOT OTHOCATCS K PEIKUM HACJIEICTBEHHBIM 3a00JI€BaHUSM,
YTO HUCKJIIOYAeT BO3MOXKHOCTH IPOBEACHHMS OOJBIIMX KOTOPTHBIX H  PaHIOMHU3MPOBAHHBIX
KOHTPOJIMPOBAaHHBIX MCCIEN0BAHNUN U Ul CO3JaHMs IPOTOKOJIOB INAarHOCTUKU U TEPAIIUU UCIOJIB3YHOTCS
JIMILb TEMAaTHYECKUE HCCIEIOBAHUS IKCIIEPTOB, OMYOJIMKOBAHHbIE B ITOCIEIHUE JIBA AECATHIICTHSL.

Onenka KauecTBa JOKAa3aTENIbCTB U CUJIbl PEKOMEHAALNN NPUMEHEHHS] MEAULIMHCKAX TEXHOJIOTUI
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MIPOBOJIMIIACH B COOTBETCTBHHU C YHU(PULIMPOBAHHOH IIKAJION, MPUBEIEHHON B Tabaumax 1-3.

LleneBas ayanTopus AaHHbIX KIMUHUYeCKUX pEKOMEHAaLWIVI:

0NN KW~

. Bpaum o0mieit npakTuku (ceMelHbIe Bpadn);
. Bpaun-niequatpsr;

. Bpauu-tepanesTsi;

. Bpaun-reneruku;

. Bpauu-nabopaTopHble r€HETUKY;

. Bpauu-kapauosory;

. Bpaun-gerckue kapauoJiory;

. Bpauu-neBpouiory;

9. Bpauu pyHKIIMOHATEHON JTUArHOCTUKH;

10. MenunuHCKE IICUXO0JIOTH;

11. CrynenTsl menuuuHCKUX BY30B;

12. OGyuaromuecs B OpJuHAType U UHTEPHATYPE.

Ta6bnuua 1. Lkana oueHKU ypoBHeW AOCTOBEepHOCTU AokasatenbctB (YOO) ans
MeTO[O0B ANarHOCTUKMU (AMarHOCTMYECKUX BMellaTesibCTB)

YA

Pacmmdposka

Cucrematnueckue 0030pbl HCCIEIOBAaHUM C KOHTPOJIEM pePEepeHCHBIM METOAOM WM
CUCTEeMAaTU4YeCKui  0030p  paHIOMM3HPOBAHHBIX  KIMHUYECKUX  HCCIEIOBaHHA ¢
MpUMEHEHHEM MeTa-aHalln3a

OT,Z[GJ'IBHBIC HCCIICOOBaHHA C KOHTPOJIEM pe@epeHCHBIM METOOAOM HJIHN OTHACIIBHBIC
PaHAOMU3UPOBAHHBIC KIIMHHUYCCKUE HCCICO0BaHUA n CHCTEMAaTUYCCKUC 0630pBI
I/ICCJ'IC,ZLOBaHI/Iﬁ JIF000TO zm3a171Ha, 3a HCKIHYCHHEM PAHJOMHU3HUPOBAHHBIX KIMHHUYCCKHUX
I/ICCJ'IGI[OBaHI/II\/'I, C IPpUMCHCHUEM MCTa-aHalln3a

I/ICCJ'IC,Z[OBaHI/ISI 0e3 OCJICI0BATCIIBHOTO KOHTPOJIA pe(l)epeHCHBIM MCTOJOM  HIJIHK
HCCIICOOBAaHUA C pe(bepeHCHI)IM MCTOOOM, HE ABIAIOMIUMCIA HE3aBUCUMBIM OT HCCICAYEMOI'O
METOJa HWJIM HEPAHAOMUSUPOBAHHBIEC CPAaBHHUTCIBHBIC HCCICAOBAaHUA, B TOM YHCIIC
KOI'OPTHBIC UCCIICAOBAHUA

HecpaBHI/ITCHLHHC HCCIICA0BaHUs, OIIMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeercs muis 000CHOBaHHE MEXaHU3Ma HeﬁCTBHﬂ HJIM MHCHHUEC OKCIICPTOB

Tabnuua 2. WLkana oueHKM ypoOBHeW [OCTOBEpPHOCTUM AokasartenbctB (YAO) ansa
MeToAOB NpocMNakTUKKN, NeyvyeHUs U peabunutauum (npocunakTnyeckux, rne4vebHbIX,
peabunMTauMoHHbIX BMeLIaTeNbCTB)

Y PacmndpoBka
1 Cucremaruueckuit 0630p PKU ¢ mpuMeHeHneM meta-aHanu3a
2 Otnensupie PKM u  cucremaTnueckue 0030pbl HMcciaeloBaHMU Jr00Oro Ju3aiiHa, 3a
uckmouenrneM PKH, ¢ npumeHnennem meTa-aHanmsa
HepannomuzupoBaHHbIe CPaBHUTENIBHBIE UCCIEIOBAHUS, B T.4U. KOTOPTHBIE HCCIIEIOBAHUS
4 HecpaBHuTenbHble HCCIIEOBAHUS, ONMMCAHUE KIMHUYECKOTO Clydas WM CEpUU CIy4aes,
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uccaeaoBaHus "'ciydaii-KOHTPOJIb"

S) Nmeercss nmumib 00OCHOBaHWE MEXaHHM3Ma JICHCTBUS BMEIIATENbCTBA (JIOKIUHUYCCKHE
WCCIe0BaHus) WIM MHEHHE SKCIIEPTOB

Ta6nuua 3. LLkana oueHKUM ypoBHen ybeauTenbHOCTUM pekomeHaauun (YYP) ansa
MeToAOB NPOo¢UNaKTUKA, AMAarHOCTUKU, NeYeHnsa n peabunurtauum (npocunakTtnyeckmx,
ANArHOCTUYECKUX, NIeYeOHbIX, peabunuTauMoHHbIX BMeLLaTeNbLCTB)

YVyPpP Pacumgposka

A CunbpHas pekoMeHJanus (Bce paccMaTpuBaeMmble KpuTepuu 3(P(EKTHUBHOCTH (MCXOJIbI)
SIBIISIFOTCSI  B@KHBIMH, BCE HCCIIEIOBAaHUS MMEIOT BBICOKOE WJIM YJOBJIETBOPUTEIHHOE
METO/I0JIOTMYECKOE KadeCTBO, HUX BBIBOABI 10 MHTEPECYIOIIMM MCXOJaM SIBIISIOTCA
COTJIaCOBAHHBIMH)

B VYcinoBHas pekoMeHJaus (He BCe pacCcMaTpuBaeMble KpUTEPUH IPPEKTUBHOCTH (MCXOMbI)
SBIIIOTCS BaXXHBIMH, HE BCE HCCIEIOBAHHS HMMEIOT BBICOKOE WJIM YJIOBJIETBOPUTEIHHOE
METO/I0JIOTMYECKOEe Ka4eCTBO M/WIIM MX BBIBOJIBI [0 MHTEPECYIOIIUM HCXOJaM HE SIBJISIOTCS
COTJIAaCOBAHHBIMH)

C Cnabass pexoMeHmanus (OTCYTCTBHE JOKAa3aTeNbCTB HAJJIeXKaIero KkadectBa (Bce
paccmaTtpuBaeMble KpuTepuud dS(PPEKTUBHOCTH (MCXOJbI) SIBISIOTCS HEBAaXXHBIMU, BCE
UCCIIEIOBAaHUSI HMEIOT HU3KOE METOJO0JIOTUYECKOEe KadecTBO M HMX BBIBOABI 110
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIFOTCS COIVIACOBAHHBIMU)

Mopsaaok OOHOBMNEHUSA KITMHUYECKNX PeKOMeHaaumnmn

MexaHnu3M OOHOBJICHHSI KIMHUYECKHX PEKOMEHAALMUNA MpelycMaTpUBAeT WX CHUCTEMaTHYECKYIO
aKTyaJlu3alliio — He PeKe YeM OJIMH pa3 B TPHU rojia, a TaKyKe MPU MOSIBJICHUN HOBBIX JaHHBIX C MO3UIUU
JI0Ka3aTeIbHOM MEAMILIMHBI 110 BOMpPOCAM JUArHOCTHKH, JIEYCHHs, NPO(PUIAKTUKU U peaduiIuTaluu
KOHKPETHBIX 3a00JIeBaHM, HaIM4YMu OOOCHOBAaHHBIX JIOMOJIHEHUIl/3aMeUaHUl K paHee YTBEPKICHHBIM
KP, Ho He ywanie 1 pa3a B 6 Mecsies.

[Tpunoxenne A3

CnpaBovHble MaTepHaJbl, BKJIKYAasl COOTBETCTBHE MOKA3AHUI K IPUMEHEHUIO U
NPOTUBONOKA3aHUI, ClIOCO00B MPUMEHEHUS U /103 JIEKAPCTBEHHbIX NPenaparos,
HHCTPYKIUH 110 IPUMEHEHHIO JIEKAPCTBEHHOT' 0 Ipenapara

1. Ilpukaz MunucrepctBa 3apaBooxpaHeHuss P® "OO6 yrBepxkaenun Ilopsinka okazaHus
MEIULMHCKOW MOMOIIM OO0JIBHBIM C BPOXKJICHHBIMM M (MJIM) HACJIEICTBEHHBIMM 3a0osieBaHMAMH" OT 15
HOs10pst 2012 1. N 917H). DenepanbHblii 3akoH "O0 0CHOBaX OXpaHbI 370pOBbs rpakaan B PO" (N 323-
®3 01 21.11.2011).

2. Ilocranosnenue IIpasurenscrBa P® ot 30 nrona 1994 r. N 890 "O rocynapcTBeHHON MOAAEPKKE
pa3BUTHS MEAUIUHCKONW TNPOMBIIUIEHHOCTH W YIYYIIEHUH OOecreueHHs] HaceleHHMs M y4YpexJIeHHil
3/[paBOOXPAHEHUS] JIEKAPCTBEHHBIMU CPEJICTBAMU M M3ACIUAMU MEAMLMHCKOIO Ha3zHadeHusd" (c
M3MEHEHHSIMU U JIOTIOJTHEHHUSIMHU )

3. Ilpukaz Munzapasconpaszsutuss PO ot 22.03.2006 N 185 "O wmaccoBoM 00cineaoBaHuu
HOBOPOXKJICHHBIX JIeTel Ha HaclieAcTBeHHbIe 3a0oneBanusa" (Bmecte ¢ IlonoxeHunem 00 opraHu3anuu
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IIPOBEJICHUSI MacCcOBOI0 OOCI/IEJIOBAaHMUS HOBOPOJXKIECHHBIX JETEW Ha HACIEACTBEHHbIE 3a0o0JieBaHUS,
Pexomennmamusimu 1o 3a0opy 00pa3loB KpOBHM TpHU TPOBEACHWH MAaCCOBOTO  OOCIEIOBaHHS
HOBOPOXK/ICHHBIX JIETEH Ha HACIIEJICTBEHHBIE 3a00JICBAHMS)

4. ITpuka3z Munuctepctsa 3apaBooxpaneHusi PO ot 15 nexadps 2014 r. N 834n "O6 yrBepx)aeHUN
yHA(DUIIPOBAHHBIX (POPM MEAMIIMHCKON TOKYMEHTALMH, HCIIOJIB3YEMbIX B MEAUIIMHCKUX OPraHU3aHIX,
OKa3bIBAIOUINX METUIIMHCKYIO TIOMOIIb B aMOYIIaTOPHBIX YCIOBHSIX, M OPSAKOB MO UX 3aMIOJHEHHIO" .

5. [Ipuka3z Munucrepctsa 3apaBooxpaneaust PO ot 20 nexadbpst 2012 r. N 11771 "O06 yrBepx)aeHuN
nopsiaKa a4 WH(HOPMHUPOBAHHOTO JT0OPOBOJILHOTO COTIIACHS HA MEJUIIMHCKOE BMEIIATEIbCTBO M OTKA3a
OT MEIMIIMHCKOIO BMELIATENIbCTBA B OTHOILEHUU OIPENEICHHBIX BUJOB MEIULUHCKUX BMELIATEILCTB,
¢dbopM MHPOPMHPOBAHHOTO TOOPOBOJIBHOTO COTJIACHS HAa MEAWIMHCKOE BMEIIATEIHCTBO U (POPM OTKa3a
OT MEJIMIIMHCKOTO BMEIIaTeNbCcTRA" .

6. IIpukaz MunucrepctBa 3apaBooxpanenust P® ot 14 auBaps 2019 r. N 4u "OO6 yrBepxaeHun
MOpsIIKa HAa3HAYEHUS JIEKAPCTBEHHBIX IpenapaToB, (OpM peUenTypHbIX OJIAHKOB Ha JIEKapCTBEHHBIE
npenapaTsl, HopsAaKa OPOpMIICHHUS YKa3aHHBIX OJIAHKOB, UX y4eTa U XpaHeHHus"

7. Tlpukaz MunucrepctBa 3apaBooxpanenus P® ot 16 mas 2019 r. N 3021 "O6 yTrBepkaeHUH
[Topsinka mpOX0XAEHNUS HECOBEPIIEHHOJETHUMHU JTMCIAHCEPHOTO HAONIO/EHUS, B TOM YHUCIE B MEPUO]
oOyueHusi U BOCIUTaHUS B 00pa3oBaTelbHbIX OpraHu3anusx"

8. Pacnopsukenue IlpaBurensctBa P® ot 31 nexabps 2018 r. N 3053-p "OO6 yrBepxaeHuu
nepeyHel MeAUIMHCKUX U3/IEeIUH, UMITIAHTUPYEMBIX B OPraHM3M 4YeJOBeKa Py 0Ka3aHUU MEIUIIMHCKON
MOMOIIM B paMKax MporpaMMbl TOCYAAPCTBEHHBIX TapaHTUN OECIIaTHOTO OKa3aHUs TIpa)kaaHaM
MEJUIIMHCKON MOMOIIM U OTIYCKaeMbIX IO pelenTaM Ha MEIUIUHCKUE W3JEIHs IPHU MpPeJoCTaBICHUN
Habopa conuaIbHBIX yCayr"

Nudopmanms o JekapcTBEHHBIX cpeAcTBax: https://grls.rosminzdrav.ru/

OCHOBHble HOPpMAaTUBHO-NMPAaBOBbIe aKTbl, perynupyllme okasaHMe naniamaTMmBHOM
MeAULMHCKOWN NOMOLLM

1. ®enepanpHbiii 3akoH "O BHeceHnHn w3MeHeHHid B DenepanbHbii 3akoH "OO OCHOBaX OXpaHBI
310poBbs rpaxkaaH B PO" o BonpocaM okazaHus NajuIMaTUBHOW MeauuuHCKoU nomomu" ot 06.03.2019
N 18-®3.

2. Ilpukaz MunzapaBa P® N 3451, Muntpyna PO ot 31.05.2019 N 3721 "OO6 yTBepX)IacHUU
MOJIOKEHUS 00 OpraHM3aliyd OKa3aHWs NAUTMAaTUBHOW MEJIMIIMHCKOW TOMOINM, BKJIIOYas TOPSIOK
B3aUMOJICHCTBUS  MEAMIIMHCKUX  OpraHu3alliii, OpraHu3alii COLIMAIBHOTO OOCIY)KMBaHUS U
OOIIECTBEHHBIX OOBEAMHEHUN, HMHBIX HEKOMMEPYECKHX OpraHU3aIfi, OCYIIECTBISAIOININX CBOIO
NEATENBHOCTD B c(hepe OXpaHbl 30POBbA".

3. Ilpuka3 MunzapaBa P® N 348u ot 31 mas 2019 roga "O06 yTBep>kKaeHUH NEPEYHS MEIUIIMHCKIX
W3CNUH, TpeIHAa3HAYCHHBIX JUIS TOJJCp)KAaHWUS OpPraHoB M CHCTEM OpraHu3Ma 4YeJIOBeKa,
MIPEIOCTABIISIEMbIX JUIS UCIIOJIb30BAHUS HA IOMY".

4. TTpuka3 Munzapasa PO N 5051 ot 10 urons 2019 roga "O6 yrBepxkaenun [lopsaka nepegayu ot
MEJUIIMHCKON OpraHu3aluy MalnueHTy (€ro 3aKOHHOMY IMPEICTaBUTENI0) MEIWLUHCKUX U3IEIUM,
MpelHa3HAYeHHBIX [ TOANAepKaHUS (YHKIUH OpraHoB M CHUCTEM OpraHu3Ma 4deJoBeKa, st
WCIIOJIb30BAHUS HA IOMY ITPU OKa3aHUU NaJNIMaTUBHON MEIUIIMHCKOM moMomiu".

5. Ilpukaz M3 PO N 831 ot 3 okrabpsa 2019 roga "OO6 yTBep>KIEHUU BEIOMCTBEHHOW IEJIeBOM
nporpamMmsl "Pa3Butne cucteMbl OKa3aHUs NaNIMaTUBHOW MEIMIIUHCKOM MOMOIIIH".

Mpoune WHMpOPMALMOHHbIE pecypcbl U HOPMAaTUBHO-NPaBOBble AOKYMEHTbl, C
y4YeTOM KOTOpbIX pa3paboTaHbl KNMHUYECKNE peKoMeHAaLuu:

6. MexnayHapoaHas Kiaccuukanus Ooyie3HEH, TpaBM U COCTOSHUM, BIHUSIONIMX HA 3/10POBBE
(MKB-10);
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7. Ilpuxa3z M3 P® ot 20 nexabps 2012 r. N 11831 "O6 yTBepkKIeHUH HOMEHKIATYPHI JOJHKHOCTEH
MEIULIUHCKUX PaOOTHUKOB U (hapMaIieBTUUECKUX paOOTHUKOB".

8. Ilpukaz M3 P® ot 23 wmrons 2010 r. N 541n. Eguneni kBanupUKaMOHHBIA CIPaBOYHHK
JOJKHOCTEH PyKOBOAMTEINEH, CIICIIUATUCTOB M CIyKalKX, pazaen KpanudukannoHHbIe XapaKTepUCTHKH
JOJDKHOCTEH paOOTHHUKOB B Chepe 3ApaBOOXpaHEHHUS.

9. ®enepanpHplii 3akoH oT 25.12.2018 N 489-®3 "O BHeceHuMM u3MeHeHUM B cTartbio 40
®enepanbHoro 3akoHa "OO 00s3aTeIbHOM MEIUIMHCKOM cTpaxoBaHuu B P®" u denepanbHblil 3aK0H
"O6 ocHOBax OXpaHbl 3J0pOBbS TpaxkaaH B PO" 1o BonpocaM KIMHUYECKUX PEKOMEH It

10. Tlpukaz Mumzgpaa PD N 103 ot 28.02.2019 "OO6 yrBepkaeHMHM TOpsiiKa U CPOKOB
pa3pabOTKM KIMHUYECKUX PEKOMEHIAlWH, WX TepecMOTpa, THIOBOW (OPMBI  KIMHUYECKUX
pEeKOMEHIalui U TpeOOBaHUI K WX CTPYKTYpE, COCTaBy M Hay4yHOW OOOCHOBAaHHOCTH, BKIIOUAEMOW B
KIIMHUYECKHE peKOMeHAalny nHpopmanuu'.

11. Ilpuxaz3 Munznpaa P® ot 13.10.2017 N 804 "OOG yTBepkKAE€HUH HOMEHKIATYpPbI
MEIUIIUHCKUX YCIyT".

12. IIpuka3 MunucrepctBa Tpyaa u couuanbHoi 3amutel PO ot 27 asrycra 2019 r. N 5851 "O
KJIaCCU(UKAUAX U KPUTEPUSAX, UCIOIb3YEMbIX IPU OCYILIECTBICHUH MEIUKO-COLMATbHON 3KCIIEPTU3bI
rpaxzaaH (penepaabHbIMU FOCYIaPCTBEHHBIMU YUPEKICHUSIMHU MEIMKO-COIIMAIbHOM SKCIIepTU3HI".

13. Ilpukaz MuHucTepcTBa 3ApaBOOXpAaHEHHs M couuanpHOro pasutus PO "O mnopsaxe
MIPUMEHEHUSI JIEKAPCTBEHHBIX CPEJCTB Y OOJIbHBIX MO KU3HEHHBIM MokazaHusM" ot 9 aBrycra 2005 r. N
494,

14. Undopmanumonnoe nucbMo Mun3zapaBa P® 1o BO3MOXKHOCTH 3aKyNKH JIEKapCTBEHHOIO
mpernapata 1o ToproBoMy HauMmeHoBaHuio  (https://www.rosminzdrav.ru/news/2019/12/18/13043-
minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);

15. Tlepedenp crienMaTIW3UPOBAHHBIX MPOJYKTOB JIEYEOHOTO MUTAHUS YISl JETEH-MHBAIUIOB Ha
2020 ron, Pacnopspkenue [IpaBurensctBa PO ot 11 nexabpst 2019 roga N 2984-p.
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IIpunoxenue b

AJITOPUTMBI IeHCTBUI Bpa4ya

TTaumeHT ¢ MOAO3pEHHEM Ha HapVIIeHHe
MHTOXOHAPHATEHOTO - OKHCIEHHT KHPHEIX
KHCJIOT

l

JHarHoCTHKA

|

Juarsos
MOATBEPAKIAEH

KoHcyasTanusa
npodHIBEOro HET
CIenHaTHCTa

Jleuenne:
B 3aBHCHMOCTH
0T popMEI

MOHHTODHET
71a00paTOPHEIX -

noKazareneH NalHeHTa
HET AA

Tepanua
sddexTHBHA

[Ipunoxenne B

HNudopmanus 115 naumeHTa
MeTabonusm n HapylweHus oomMeHa BelluecTB

Tepmun '"merabomm3m" moapa3symMeBaeT mMOJ coOOM Bce TPOIECCHl HEOOXOAWMBIE s
(GYHKIIMOHUPOBAHUS M Pa3BUTHUS OPraHU3Ma, B XOJ€ KOTOPBIX OOpa3yeTcss M pPacXoJyeTcs JHEepTrusl.
benku, )kupbl U yriaeBoJibl — OCHOBHbIE ITUIIEBBIE BEIIECTBA, KOTOPBIE UCIIOJIB3YIOTCSI B KAUECTBE CHIPbS
JUISI CAHTE3a HOBBIX KJIETOK UJIM OKUCISIOTCS, TOCTABIISISI OPraHU3MY SHEPTHUIO.

[Ipouecchl MeTaboIM3Ma MPOUCXOIAT B YEIOBEYECKOM OpPraHU3Me eKECeKyHIHO. Jake B yCIOBHIX
MOJIHOTO TMOKOS YEJIOBEK HMCHOJIb3yeT HEKOTOPO€ KOJIUYEeCTBO SHEpruu. OHa HENpEpbIBHO TPATUTCSA Ha
(bu3HOIOrMYecKre MPOLECChl, KOTOPbIE HE OCTAHABIUBAIOTCS HA HA MUHYTY.

YacTtb sHepruu HeoOXoaumMa sl MOCTPOSHHSI HOBBIX TKAHEBBIX KOMIIOHEHTOB, JIPYTasi pacXoyeTcs

YnyuweHHyto BEPCTKY OT http://disuria.ru npeactaenset anteka "CemenHas" https://anteka-omck.pd 52 n3 95
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B mporecce (YHKIMOHUPOBAHUS KIETOK: MPH COKPALICHUM MBI, Mepefaye HEPBHBIX HMITYIbCOB.
OcranpHass sHeprusi OcBOOOKIAeTcsl B BuAe Temiaa. g MPOU3BOJCTBA SHEPIUM Mbl HCIOJIB3YEM
IIPOJIYKTHI MUTAHUS, @ B UX OTCYTCTBUE PE3EPBHBIC 3aIlachl MUTATEJIBHBIX BELIECTB, IPUCYTCTBYIOLINE B
HallleM OpraHu3Me. 3a KakIbli 3Tan (OMOXMMUYECKYIO PEaKIUIO) B MPOU3BOJCTBE YHEPTUM OTBEYACT
KOHKPETHBI OeNoK, (epMeHT. Y KaKIOr0 M3 HUX €CTb CBOS (QYHKIHUS. DTO LENbIi KOHBEWep
XUMUYECKUX peakuuii. Ecinum oqun gepMeHT He paboTaeTr, TO BCs IIET0YKa OCTAHABIMBACTCS, M OPTaHU3M
HE TOJIy4aeT KOHEYHBIH MPOIYKT, YTO MPUBOIUT K HAPYIICHUIO META00IM3Ma, Pa3BUTHIO 3a00JI€BaHNH U3
TpYIIBI HACIIEACTBEHHBIX HapymeHnit oomena Bemiects (HBO).

MeTabonusm xupos

XKupsl (TpUrnuuepuabl) 3T0 COEIMHEHUST KAPOOHOBBIX KUCIOT M TPEXaTOMHOTO CIHUpTa INIMLEPHHA.
CyliecTBYIOT pa3iMuHble THIBl JKAPOB. B 3aBUCMMOCTH OT THIA MHUPHBIX KHCIOT, KOTOpbIE
MIPEUMYILIECTBEHHO OOpa3yloT JKUPbl, U OT CTENEHH HEHACBHIIIEHHOCTH (KOJMYECTBA JBOWHBIX WM
TPOMHBIX CBS3€H) KMPHBIX KHUCIOT, PA3IMYalOT: HACBHIIICHHBIE XUPbI (TBEPAbIE) — >KUPBI )KUBOTHBIX U
NITUL, U HEHACBIIICHHBIE KUPBI (’KMJIKME) — OHU BCTpEYarOTCsl B OOJIBILIOM KOJMYECTBE B PACTUTEIbHBIX
Maciax, opexax Uiiu MOpcKoil priOe.

HacplmieHHbple JKMpBl  CTAaHOBSTCS KJIIOYEBBIM HMCTOYHMKOM OSHEPrHM Uil OpraHu3sMa B TeX
CUTyalUsiX, KOTJIa OH IOJBEpraercs CHJIbHbIM (U3HUecKUM Harpy3kaMm. HeHachlleHHbIE >XUpPHbBIE
KHCJIOTHI YY4aCTBYIOT B PETreHEpallii KJIETOK M B MMMYHHOU 3amuTe. OMHON U3 BOKHEUINX (PYHKITUH
KUpa ABIsgeTcs sHepreTuyeckas. JKup odecrieunBaeT BABO€ OOJIbIIIE KaOpUil (3HEPTHUN) YEM YIIIEBO/IBI.

HKUPHBIE KUCN1I0ThbI B SABUCMMOCTU OT KOJIMHECTBA ATOMOB YIJIEPOAA
PASAENAKOTCA HATPU IPYNNbI:

WP (EQA) KUP (OPTAHU3M)

CPEAHEUENOYEYHBIE XXUPHBIE KUCIOTBI  8-12C o o o o o o o o ol o o

KOPOTKOUEMNOYEYHDBIE XXUPHBIE KUCNOTBI 4-6 C C-C-C-CLCC

ANMHHOUENOYEYHDIE XKUPHBIE KUCIOTHI 14-24C (XTI I I I I I I FIIIIFIIFIIIIIIY,

Puc. 1. Knaccudukanus »KupHBIX KHCIOT

B -OkncneHwue XUPHbLIX KUCIOT
MI/ITOXOHI[pI/IaJ'IBHOC OKHCJICHUC JKHUPHBIX KHUCIOT — OAWH H3 TJIAaBHBIX HWCTOYHUKOB 3SHCPIuUu,

oOecnieunBaromuii B nepuoj roxoganus 10 80% ot obmieit nmorpedHOcTH. Koraa ypoBeHb TITFOKO3BI
CHIDKAETCs, a 3alacoB IJIMKOT€HAa CTAHOBHUTCS HEIOCTATOYHO, YTOOBI MOKPHITH BCE 3HEPreTHYECKHE
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notpeObHoCcTH (MPU TOJNOAAHWUU U JUINTENIBHOW (PU3MUECKOW Harpys3Ke) AaKTHBHPYETCS JIMIIOJIHU3.
[TpoucxomuT 0Opa3oBaHue JTMHHONETIOYCYHBIX KUPHBIX KUCIOT (C16-C20) u riumepruHa u3 3anaceHHbBIX
B YKMPOBOH TKaHW TPUALMJIIIIMLIEPUHOB. Perynupyer Jumoin3 ropMOHYyBCTBUTENIbHAS JIMIIa3a, KOTOpas
aKTUBUPYETCS TOPMOHAMHU, CEKPETUPYEMBIMHU TP F'OJIOJIAHNUHN U CTPECCE: TIIIOKArOHOM M KOPTH30JIOM.

B nedenu, B MUTOXOHIIPUSAX, UAET MpoLecc 00pa30BaHUs KETOHOBBIX TEJI — MUTOXOHPUAIBHOE B-
OKHUCJICHHE JKUPHBIX KUCIOT. KeToHOBBIE Tena SIBISIIOTCS BaXXHEHIIMM HCTOYHMKOM OJHEPIHU s
rOJIOBHOT'O MO3ra.

JUis B-OKUCJIEHMSI KHUPHBIE KHCIOTHI HEOOXOJUMMO JIOCTaBUTh B MUTOXOHJpUHU. BHyTpeHH:s
MUTOXOHJpHAJIbHAasg MeMOpaHa HENpOHMIIaeMa Uil JUIMHHOLENIOYEYHBIX >KUPHBIX KUCJIOT, U OHHU
MIPOHUKAIOT BHYTPh C MOMOIIBI0 KAPHUTHHOBOW YEITHOYHOW cucTeMbl. KapHUTHH-3aBUCHMBIE (DepMEHTHI
— KApHUTUHTpPAHCJIOKa3a, KapHUTHHNaibmuromwnrpancepassl I m II — oOecneunBaroT mnepeHoc
JUIMHHOIIETIOYEUHBIX KUPHBIX KHUCJIOT B BHJIE CIIOXKHBIX 3(UPOB (AUMIKAPHUTUHOB) M3 IMTOIUIA3MBbI
yepe3 HapyKHYI0 U BHYTPEHHIOI0 MUTOXOHIPHUATIbHYI0 MEMOpaHy B MaTpUKC MUTOXOHApUI. B npouecce
OKHCJICHHUS JKUPHBIX KUCJIOT, C KaKJIbIM I1aroM UX LENU YKOPAauMBaIOTCs, 3a KaK/Ibli 3Tall Ha 3TOM IyTH
HECEeT OTBETCTBEHHOCTh ONPEENEHHBIN (DEepMEHT.

—
| CPT
ANMHHOUNOuEUHbIC KHCAOTL! [Nl ) ) LUMTONNASMA

ANHHHOUNOYEUHBIE KHCAOTHE KApHHUTHH

TR capn caproran

ANMHHOUNOYEUHBIC KHCNOTLE L) o) KAPHUTHH
TP

LCHAD
CPeAHeLENOYEUHBIE KHCNOThI

MHWTOXOHAPHA

Puc. 2. Cxema B-OKHCIICHHS JKUPHBIX KHCJIOT.

B nuromnnasme JUIMHHOLIENIOYEUHBIE UPHbIE KUCIOTHI CBS3BIBAIOTCA C KapHUTUHOM (hepMEeHTOM
KapHUTUH nansmurounTpancdepaszoit I (CPTI), o6pa3ys anmiiKapHUTHHBL

ANIMIKapHUTUH TPAHCIIOPTUPYETCS PepMEHTOM-TpAaHCIIOPTEPOM KapHUTHH-TpaHcnokazoi (CACT)
B MUTOXOHJIPHUH.

ANIMIKapHUTUH CHOBA pacliernsiercss GepMeHTOM KapHUTUH nanesmutomitpancgepasoit 11 (CPTII),
BBICBOOOXK/1asi KAPHUTUH, KOTOPBI MOKET BEPHYThCS B KJIETKY M MOBTOPHO HCMOJb30BaTh. JKHpHBIE
KHUCJIOTHl C JJIMHHOM LEeNbl0 yKOpauuBaeTcs A0 CPEIHEIENOYEYHbIX >KUPHBIX KHUCIOT (pepMeHTamMu

VLCAD, LCHAD u TFTPFP. YkopoueHue >KxUpHBIX KHCIOT Ha3bIBAETCS P -oxncnennem
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HapyI.IJEHVIFI B-OKNCINEeHUA XUPHbIX KUCINOT

[Ipu HemocTaTouyHOCTH (PEPMEHTOB, KOTOPHIE IOMOTAIOT >KUPHBIM KHCIOTaM IPOHUKHYTH B
MUTOXOHAPHUH (TO MECTO TJe HAET CHHTE3 HYKHBIX HAIleMy OpPraHHU3My KETOHOBBIX Tel), U Aeduiute
(epMEeHTOB, KOTOpBIC pACIIEIUIAIOT >KUPHBIE KHUCIOTHI TPOUCXOAUT OJOKMpOBAaHHE (MM pPE3Koe
CHIDKEHHE) MHUTOXOHJIPUATBHOTO B-OKHCIICHUS, YTO 3aCTABISIET HAIl OPTaHU3M HCKAaTh aIbTEPHATHBHBIC
MyTH YTHJIN3AIUN KUPHBIX KHCJIOT, ¥ 3TO TMPUBOJUT K HAKOIJICHHIO TOKCHYECKHX BEIECTB, KOTOPHIE
OKa3bIBAlOT HEOJIATONPHUATHOE BO3JCHCTBHE HA TKAHU TOJIOBHOTO MO3Ta, Cep/la, IIEYeHH U JIp.

B HOpMe akTHBamMs MUTOXOHAPHAIBHOTO B-OKHCICHHE KHPHBIX KHCJIOT, 3TO (PU3HOIOTHYECKAs
peaknus OpraHu3Ma Ha TOJOJAHWE WM M30BITOYHOE TOCTYIUICHHE >KUPHOW NHIIM, WHQOEKIMOHHBIN
MpoIlecC W TOBBINICHHYIO (DU3NYECKYIO (C BBICOKOW MBIIIEYHOW AKTHBHOCTHIO) WMJIM 3MOIIMOHAILHYIO
Harpy3ky. Ho mpum maromornm (HapymieHMHM Tpolecca OKHCICHHS XHPHBIX KHCIOT). DTO BEIET K
MeTabOJIMYeCKOMY — alu03y, TUNEPAaMMOHUEMHH, YCYIyOJIICHHUIO THIOTIMKEMHH, TOPAKEHHIO
BHYTPEHHUX OPTaHOB.

metTabonuyeckum
3K30IreHHbIe )Kllpbl
(nocrynarot ¢ nuwert) auunpos,
HOPYLIJQHMQ OKUCIIeHMnAa
rMnornuKkemums,
XUPHEIX KUCNOT
rMnepammoHuemms,

OKUCIIeHWE KUPHBIX KUCNOoT

>¢> nopaxeHue

BHYTPEHHUX OpraHos

3HAOMeHHbIE Kbl
(Xu1pbl opraHnsma)

Puc. 3. CxeMa B-oKHuCIICHHS KHUPHBIX KUCJIOT B HOPME U IIPU IMATOJIOTUH

Knaccudmkauums HapylweHUM B-OKUCNEHUSA JKUPHbIX KWACNOT M TpaHcnopTa
KapHUTUHA

N3BectHo Gonee 15 pasnuynbix (HOpM HapyIICHHH MUTOXOHJPHAIBLHOTO B-OKHCICHHUS >KUPHBIX
KHUCTIOT. Bce OHU CBsI3aHBI C HapYIIEHHEM OETKOB WK (PEPMEHTOB, KOTOPBIE YYaCTBYIOT B METa0O0JIM3ME
KUPHBIX KUCIOT. [Tockonbky Ha3BaHus ()EPMEHTOB OUYEHb JJIMHHBIE U CIO0XKHBIC, TPUHSITO HUCIIOJIb30BATh
COKpaIlleHHYI0 a00peBUaTypy, aHTTTUHCKYIO HIIH PYCCKYIO (B PYCCKHX CTaThsIX U KHUTAX).

1. HapyweHue TpaHcnopTa XXUPHbIX KACIOT

- [lepBuunsiit nepunut kapautuHa (ren SLC22A5)

Knuanueckue nposiBIeHUs: KapJUOMHUOIIATHs, apUTMUs, Cep€UHas HEIOCTaTOYHOCTb, MBIIICYHAS
c11aboCTh, MOpaKEHUE MEUYEHHU.

- Kapautun nanemuronntpancdepassl 1 nepunur (rea CPTI)

Knuanueckue mposBIeHUS: TsDKEI0e MopakeHNe NMeYeH!, HapylieHue ee (yHKINHU, X0JIeCTas.
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- Kapautun tpancnokasst gedpunut (ren SLC25A20)

Knuanueckue mposBICHUS: TsDKETas KapIUMHUOIIATHS, apUTMHH, TIOPAKECHHUE TICUCHH.

- Kapautun nansmuromnrpancdepasst 2 nepunur (ren CPTII)

Knuanueckue mposiBiICHUS: MPH paHHeH MaHudecTanuu (HeoHatajdbHas Gpopma) KapJHOMHUOIIATHS,
MOpaKEHUE MEYCHU.

[o3ausas manudecranus, y B3pocibixX, Oosee Markas Gpopma, IposBISCTCS SMH30JaMH MBIIIECYHON
c1abOCTH, TPYIHOCTSIMU TIPH BHITIOTHEHUHU (PU3HUECKON HArPy3KH.

2. HapymeHMe B-OKNCINEeHUA XXNPHbIX KNCNOT

- Kopotkouenoueunoii ammi-KoA nperuaporenassl nepuuut (SCAD) (ren ACADS): 00b1uHO
MpOTEKAaeT OECCUMITTOMHO.

- Cpennenienoueunoit aunn-KoA nerunporenassl gepuuutr MCAD (res ACADM)

Knunnyeckue mposiBieHUs: MOKET MaHH(ecTUpoBaTh B JIIOOOM BO3pacTe, MpOsBISETCS OBICTPO
MIPOrPECCUPYIOLIUM METa00IMYECKUM KpPU30M IIOCNe JUINTENbHOIO TOJIONAaHUS WIM (PU3NYECKON
Harpy3ku. TomHOTa, pBOTa, 4acTO MPU HOPMAIBHOM YPOBHE TIJIIOKO3bI B KpoBH. Ilpu orcyrctBum
Tepanuy MOXKET MIPUBECTH K CyI0poraM, KOMe U OCTaHOBKE Cep/lia.

- MHuoxectBeHHbIl nepunut ammi-KoA neruaporenas — rioyraposas anuaypus tui Il (ren ETFA)
Knununyeckue nposiBieHUs] O4€Hb Pa3HOOOpPa3HbI: MOPOKU Pa3BUTHUS TOJIOBHOTO MO3Ta, KMCTO3HAs
00J1€3Hb OYEK, TUIIOTJIUKEMUS, allU/103, AMUIIETICHS, KapAUMHOIATHUSI.

-  MuToxoHapuansHOTO TpU(YHKIHOHAIBHOTO Oenka aeduiut (MTP) nnuHHOIETOUEYHOM
rugpokcin-KoA neruaporenasst geduiut (LCHAD) (rex HADHA)

Knuauueckre TpOSBICHUS: paHHSIS MaHH(]ecTanus, MOXXET BKIOYATh KapIUOMHUIIATHIO,
HapyIeHne padoThl MEYCHHU, MBIIIIEYHYIO C1a00CTh, HEUPOMIATHIO, PETHHOIIATHIO.

- Ouensp gmuHHOIIENOUeuHOM ammi-KoA neruaporenassr nepunutr VLCAD (res ACADVL)

Knunuyeckue nmposBieHus: JaHHOE 3a00JieBaHUE BapbUPYET OT YMEPEHHBIX, cl1a00 BBIPAKEHHBIX
CUMITOMOB y OJHUX, 10 Oojiee cepbhe3HBIX MpoliieM y Apyrux. [lepBbie CHUMOTOMBI MOTYT MPOSIBUTHCS
KaK C POKJCHHUS, TaK U y)K€ BO B3POCIION )KU3HU.

Munanenueckass ¢opma — Oosee Tspkenas, mporekaer kak LCHAD, manudectupyeT mexmy
POXKJIEHHEM U 4 MecslaMH, MOXKET BKJIIOYaTh KapJUOMMIIaTHIO, HApYyILIeHHEe PabOThl IEYEHH, MBIIICYHYIO
c1ab0CTh, HEHPOMATHIO, PETUHOIIATHIO

Herckas gopma — CHUMOTOMBI OOBIYHO TIOSBISIOTCS B PAaHHEM JAETCKOM BO3pacTe, OOBIYHO
MIPOBOLUPYIOTCS OOJE3HBIO WM MEPUOJOM JUIMTENBHOTO TosiofaHus. [IposBisioTCS CcUMITOMaMu
TUMNOTJIMKEMUH U MeTa0OJIMYeCKUM Kpu3oM. Tak jke MOKeT BKIOYaTh CJEAYIOIIHe MPU3HAKU:
renaroMeraguio, MBIIIEYHYI0 ClIa00CTh, OCOOCHHO TIOCTE BBIPAKEHHON (QHU3NYECKOW HaArpy3Ku.
[laTomoruu co CTOPOHBI cepilla MpU AAHHOM THUIIE OOBIYHO HE HaOmomaeTcsa. Y HEKOTOPBIX JEeTei
CUMIOTOMBI JIaHHOTO 3a00JIeBaHMsI BBIPAXKEHBI HACTOJBKO €Nab0, YTO PACHO3HAIOTCS TOJIBKO MOCIe
MMOCTAaHOBKH JTUArH03a OpaTy WM CecTpe.

[Mo3zmusis (B3pocnasi) gopma — KIMHUYECKHE TMPOsiBIeHUs: pabmomuonu3. llepBbie cUMOTOMBI
HAYMHAIOT TPOSIBIATHCS B MOAPOCTKOBOM WJIM YK€ BO B3pocioM Bo3pacte. llosBnsercs oOras
MBIIIIeYHas c1ab0CTh, KOTOPasi CTAHOBUTCS MPOJOJDKUTENBHOM, Oojiee BhIpaKeHHAs MOcie (GU3NIECKUX
Harpy3ok. MpeimieyHast c1ab0CTh COMPOBOXKIAETCS OOJE3HEHHOCTHIO, CyAoporaMu. MOKeT MOSBUTHCS
KpacHOBAaTO-KOPUYHEBBIH [[BET MOYH.

[Tpu nanHOM THTIE, O€3 IEUSHUS MOXKET Pa3BUThCS MOYeUHask HEAOCTATOYHOCTh. OHAKO MPOOIeMbl
C cepaueM U MeTaboIMYecKUi KpU3 He XapaKTEepHBI A JaHHOU (OPMBI M YPOBEHH TIIOKO3HI B KPOBU
OCTaeTCsl OTHOCUTEIHHO CTAOMIIbHBIM.
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- HMG-KoA cuntasst nedumur (ree HMGCS2)
Knuaudeckue MpOSIBICHUS: OCTpas TUMOKETOTUYECKAs THUIOTIMKEMUS, OTHOCHUTEIBHO HH3Kas
MEPEHOCUMOCTD TOJIOJaHHUSI.

- HMG-KoA mua3sr gedumut (ree HMGCL)
Knuaudeckue MmposBICHHS: OCTpasi TUTIOKETOTUYECKAs] THITOTIIMKEMHs, METAO0OIHMUSCKUN anuio3,
MOPAKCHUE TTCUCHH.

FeHeTn4eckue MPUYUHbI HapyLweHNsA OKUCIIeHUA XUPHbIX KUCIOT

I'ensr mpencraBnsaoT coboi mocnenoBarenbHocTh JIHK u B HHMX 3amucaHbl MHCTPYKIHMH TI0
"mpuroroBnenuro” 6enkoB u PHK. I'enbr HaxogsTcst B Xxpomocomax. Y denoBeka 23 mapel XpOMOCOM,
OJIHY U3 XPOMOCOM C COOTBETCTBYIOILIMM HaOOPOM I'€HOB OH HaclleyeT OT MaTepH, BTOpyto oT oTia. Emie
€CTb JBE MTOJIOBbIE XPOMOCOMBI, KOTOPBIE OIPEIEINISIOT M0JI peOeHKa — y IeBOYEK JBE€ X-XpPOMOCOMBI, a y
MaJIbYUKOB OJIHA X U OJTHA Y -XpPOMOCOMBI.

Bce 3aboneBaHusi U3 JaHHOW TIpyNNbl HACIAEAYIOTCS MO ayTOCOMHO-PELECCUBHOMY THUIY. OTO
3HAYMT, YTO 00a POJAUTEIIS SIBISIOTCS HOCUTEISIMA MYTAIlMH, HO HE OOJICIOT, T.K. Y HUX €CTh BTOpas KOMHs
3I0pOBOr0 TeHa. Puck pokaeHus OOJBHOTO pebEHKa B JaHHOM ciydae coctaBisieT 25%. BosbHo#
peOeHOK HacieayeT OAHY Komuio "OonpbHOTo" reHa OT OTHa W OAHYy — OT Marepu. 3abosieBaHUE
MIPOSIBIISIETCS. TOJBKO B CIIy4ae HAIMYMS JBYX KOTHUH TMOBPEXKJICHHOTO TeHA. MallbuuKH W JE€BOYKH
00JICIOT C OMHAKOBON YaCTOTOM.

o [
Orey-Hocurens ﬂ * Marb-HoCuTensHuuya

v L4 v

00 00 O

@ © © 2]
FEN AN /AR FEN
L ¥ L 94 L ¥4 L
3poposbie 25% Hocurenu (rereposurorsl) 50% BonbHbie 25%

Puc. 4. Cxema aYTOCOMHO-PCUCCCUBHOTO THIIA HACIICAOBAHUA
AvarHocTuka HapyLUeHUA OKUCIIeHUSA XKUPHbIX KUCNOT

OCHOBHBIMU METOJaMU JAMArHOCTHKM 3TON TpYHIbl OOJIe3HEH SBIAIOTCA OMOXUMHUYECKUE TECTHI.
IIpoBoasT onpenieneHne auiIKapHUTHHOB B KPOBU METOJIOM TaHJEMHON MacC-CIEKTPOMETPHH.

ITpu pa3ubix popmax 3ab60s1eBaHUi HAOIIOJAETCS TIOBBIILIEHHE OTPEAETICHHBIX aAllUIKAPHUTHHOB.

AMIKapHUTUHBI 0003HaYal0T OykBaMu ¢ U(POH, KOTOpask yKa3blBaeT HA YHCIO aTOMOB yriiepoja
B JIAaHHOM COEJMHEHHH, Jpyrue 00O3HAYEHUs OTHOCATCS K HAJIMYHUIO JBOMHBIX CBs3€l, IMIPOKCUIIBHOM
rpynnsl U T.4. Takke pa3paboTaHbl METOABI OINpPEeNeHUs] aKTMBHOCTH (PEPMEHTOB, HO MX HPOBOJAT
OueHb HEOOJIBIIOE YHCIIO JIAOOPATOPUIl BO BCEM MHUpE U MX CJelyeT PeKOMEHI0BAaTh, €CIIU B Pe3yJbTaTe
JHK-nuarsHoctuku He yaanoch 0OHapy>KUTh MyTalllu B T€HE.
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aAUuUNKapHUTUHOB
N3meHeHne almiiKapHUTUHOB ['pynna anunkapHUTHUHOB 3alosieBaHue
C10 0 C10:1 0 C6 0 C8 T | Cpennenenoyednsie Henocrarounocts
AIUIIKAPHUTHUHBI cpennenenoueyHon ammi-KoA
JIETUAPOTEHA3bI
Cl4 T C14:1 ’]* C14:2 T JImMHHOIIETIOIICYHbIE HenocraroyHocTs 04eHb
T AlVIKAPHUTHHBI U JUTHHHOIIeTIouedHoM ammi-KoA
Cl6:1 HEHACHIIIICHHbBIC JIETUAPOTEHA3bI
JUTHHHOIICTIOYEYHbBIE
AIUIIKAPHUTHUHBI
C160H ']* C180H ’]* JImuHHOLIETIOTICYHBIE Henocrarounocrts
,i\ A AIMIIKAPHUTHUHBI COJIEPKAINE | ITTUHHOIETIOYEYHOM 3-
C18:10H I, C16:10H TUAPOKCHIIBHYIO TPYIIITY ruapokcuaui-KoA
nerunaporenassl (ALTAJL)
Co - CBOOOIHBIN KAPHUTHH IlepBuyHas HENOCTATOYHOCTD
KapHUTHHA

OHK-gnarHocTtuka

BrisBuTh MyTanuio (moJIOMKY) B T€HE MOXKHO MOJICKYISIPHO-TEHETHUYECKUM METOJIOM, JJIS 3TOTO
npoBoautcs JIHK-muarnoctuka. OpHako, OBIBAIOT Ciydau, KOTJa MYTAIMI0 HAWTH C TPUMEHEHUEM
CTaHIAPTHBIX METOJZOB HE yaaeTcs. Torga Bpayd MpU TOCTAHOBKE JMArHO3a OPHUEHTUPYIOTCS Ha
KIMHUYECKHE CUMIITOMBI 1 OMOXUMUYECKHUE U3MEHEHUS.

Ecnm myranmm HaiieHbl 3TO JAa€T BO3MOXKHOCTH ONPENEIUTh HOCHTENIEH B CEMbE W IPOBECTH
MpeHATATBHYIO W/WIM MPEUMIUIAHTAIIMOHHYIO TMarHOCTHKY.

MoryT nu apyrue 4YneHbl ceMbu 3aboneTb UNKN ObITb HOCUTENAMU?

Bpatess u cecTpbl 00JBHOTO peOeHKa, MOTYT OBITh OOJBHBIMH, JaKE €CIM Y HUX Ha MOMEHT
JMArHOCTHKH YJICHOB CEeMbHM He OBUIO CHMITOMOB. B 1maHHOM cilydae HE0OXOIUMO IPOBECTH
JMAarHOCTHKY, YTOOBI KaK MOYKHO PaHBIIIC HAYaTh TEPAIHIO U W30€KAaTh OCIOKHEHHH. Takke OHH MOTYT
OBITh HOCUTEIISIMH, KaK UX poJuTenu. UTo KacaeTcs IPYrux 4WICHOB CEMbH, TO UM BaKHO COOOIINUTH, YTO
OHH MOTYT OBITh HOCHTENSMU. DTO 3HAUUT, YTO M y HUX €CTh PHUCK POXKICHHsS peOeHKa C JaHHBIM
3a00J1€BaHHUEM.

Eciu B ceMbe yke eCTh OJMH PEOCHOK C HApPYIICHUEM OKHCJICHHUS KMPHBIX KUCIIOT, KOTJa Y HEero
poXKIaeTcss OpaT WIM cecTpa, HY)KHO NpPOBECTH HEMEIJICHHYIO JMAarHOCTHKY, Ha HAJIMYHE JTAHHOTO
3a00JIeBaHUS, YTOOBI HAUaTh CBOEBPEMEHHYIO TEPATHIO.

OcobeHHOCTU TeueHUus 3aboneBaHnn

3a0osieBaHus U3 ATOM TPYIIBI MOTYT HAaYMHATHCS B JIFOOOM BO3pacTe — C TEPBBIX JIHEH W Jaxe
9YacoB JKM3HHU, B MEPBbIC MECSIIBI MM MPOSBUTHCS TOJHKO B JIETCKOM BO3pacTe WJIHM Y MOAPOCTKOB. Bcee
3aBHCHUT OT ()OPMBI OOJIC3HH, TSHKECTH MYTAIlMM U BHEITHUX (PAKTOPOB (KaK 4acTo peOCHKAa KOPMST, Kak
4acToO OH OOJICET | T.1I.).

Jlns HexkoTopbiX (opm OoJjiee XapakTEpHO MOPAKEHHE MBIIICYHON CHCTEMBI, I JIPYTUX —
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cepaeyHON MbIIBI. HekoTopbie 3a001eBaHus MPOTEKAIOT MIPEUMYIIIECTBEHHO C IOPaKEHUEM TEYECHH U C
pa3BUTHEM METa0OJTMYECKUX KPHU30B C TUIIOTIIMKEMHUEH.

Mertaboanueckie Kpu3bl — 0U€Hb OMAcHBl. IMEHHO B 3TOT IEPHOJ MOTYT Pa3BUTHCS HEOOpATUMBbIE
MOBPEXJICHHSI TOJIOBHOTO MO3Ta, KOTOPBI KpaliHe HY)KJAeTcs B OCTYIUIEHUN METa0OINIECKOM SHEpruu
B BHJIE TJIFOKO3BI WJIM KETOHOBBIX TeJl. ECIu mpu MHOTHX JAPYrHX HACIEACTBEHHBIX HApyIICHUAX oOMeHa
BEIIECTB, CONPOBOXKIAIOIIUXCS TUIOINIMKEMUEH (HampuMep, HapylleHUs X OOMEHa TIJIMKOreHa)
HaOJIrOMaeTCsl BBICOKUI YPOBEHb KETOHOBBIX TE€JI M MO3T MOXKET TOJIydaThb DHEPTUI0 3a CYET HX
MeTaboJIM3Ma, IPY HAPYIIECHUSX OKHCICHHUS KUPHBIX KUCIOT YPOBEHb KETOHOBBIX TEJl HU3KUH, TOITOMY
MOBPEXK/ICHHE TOJIOBHOIO MO3I'a Pa3BUBAETCSI OYEHb OBICTPO.

O6pa3s xu3Hu, exxeagHeBHas Tepanusa U aueTta
JlonrocpoyHas Tepanus B JAHHOU rpymie 3a0071eBaHUN — 3TO TUETOTEpaIIns.

emu:

- HopmanbsHOe ¢u3nueckoe v MHTEJUIEKTYalbHOE Pa3BUTHE.

- [IpubaBka B Bece v poCcTe, B COOTBETCTBHE C BO3PACTOM.

- [IpenynpexxaeHre xapakTepHbIX CHMITOMOB, HATPUMEP MBIIIEYHON OO, MBIIIEYHON CIa00CTH.

- [IpenoTBpanieHne OMnacHbIX MPOSIBIICHUH, TAKUX KaK MOBPEXKACHUE CEPACYHON MBIIIIIIBI.

- IlpenynpexaeHue kaTaOONMYECKUX CUTYallUi, KOTOpPbIE MOTYT NPUBECTH K METaO0IMYECKUM
KpH3aM C THIOIVIMKEMHAEH U Pa3pyLIEHUIO MBIIIEYHBIX KJIETOK.

JIis noCTKEHUS 3TUX Lieel TueToTepanust 10/ KHa OTBEYaTh CIEAYIOIINM TPEOOBaHUSM:

- Ob6ecrieunBaTh aJICKBaTHOE MOTpeOIeHUE OelTka B COOTBETCTBHE C BO3PACTOM U OTPEOHOCTHIO.
- O0ecnieunBaTh HE3aMEHUMBIMU KUPHBIMU KHUCIOTaMH, BATAMUHAMU U MUHEPAJIaMHU.

- IOKPBIBATh SHEPro3aTpPaThl.

- M36eraTh AIUTENbHBIX IEPUOAOB TOJI0JaHUS

- OrpannuyuBath NOTPeOICHUE KUPHBIX KUCIOT C ATUHHON LIETBIO.

- CoOTBETCTBOBATh BKYCY, BO3PACTy U MOTPEOHOCTSIM peOeHKa.

- [loaxoauTh JUIsI HOBCEIHEBHOM KU3HU.

3abomneBanus, MPU KOTOPHIX IMETa HE UCIIOIb3YeTCs:

- [lepBuuHbIl neUIUT KAPHUTHHA

- KopoTkonenodeunoit anuin-KoA neruaporenasst geguut (SCAD)
- Cpennenennoueunoit ammi-KoA neruaporenass nepunutr MCAD

3a0oJieBaHUs, TPU KOTOPBIX UCHIOIB3YETCS TUETOTEPATINS:

- Kapaurun nansmuronnrpancdepassr 1 gepurmr (CPTI)

- Kapautun nanemutomnrpancdepassl 2 nedunut (CPTII)

- MuroxonapuansHoro TpudyHkuuoHadbHOro Oenka aepuuur (MTP) anuHHOUENMOYeYHOU
ruapokcmi-KoA neruaporenassl nepurnur (LCHAD)

- Ouensp AnuHHOLIETIOUeyHOM aruin-KoA geruaporenass aedunut (VLCAD)

- MHoecTBeHHbIH nedunuT ammi-KoA neruaporeHas

- HMG-KoA cunTassl nedunut

- HMG-KoA nuassl gedumur

1. YMepeHHOE OrpaHuyYEHHE KUpPa B palloHE:

- Kapautun nansmuromntpancdepassl 1 nepunur

2. YMepeHHOe WK 3HAYUTEIBHOE CHUKEHHE JKUPA B pallOHE:
- Kapautun nanemuromntpancdepassl 2 1epuuT

59 13 95


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaummn — HapyLieHns MMTOXoHAPUanbHOro 6eTa-oKUCeHns XMpHbIX KucnoTt — 2021-2022-2023 (08.11.2021) —

YT1BepxaeHbl MuHuagpasom P®

- Ouenp mnmuHHOUENo4YeyHOU ammi-KoA peruaporenassl nepunut VLCAD (GeccummnrTomMHas

hopma)

- MuoxectBeHHbIi geduut anmin-KoA neruaporenas
3. 3HauuTeNbHOE CHUXKEHUE Kupa ¢ ucnoibzoBaHnueM MCT (cpenHenenoueyHbx TPUTIULIEPUIOB)

+ HOYHBIE KOPMJICHUS:

- MurtoxoHApHaTbHOTO TpHPYHKIHOHAIBHOTO Oenka aepuuutr (MTP) mmmHHOUENOYeUHOH
ruapokcmi-KoA neruaporenassr nedpunut (LCHAD)
- Ouenp JuHHONIETIOYeYHOH annia-KoA neruaporenasst aedunutr VLCAD

Ta6bnuua 2. MakcumanbHbIA Nepuoa ronoga B 3aBUCMMOCTU OT Bo3pacTa:

BO3pacT IIpuem numum
0-4 uen. Kaxnpie 3 yaca, BKIIIO4ast HOUHOUM MEPUOJT
< 6 Mec. Kaxxnpie 4 yaca, BKJIIO4Yasi HOUHOUW MEPUOJT
6-12 mec. Kaxnpie 4 yaca, HOUHOM nepeprIB 6 4acoB.

12 mec. -3 1.

Kaxnpie 4 gaca, Hounoit nepepoiB 10 (12) gacos

>4 .

Kaxnpie 4 gaca, Hounoit nepepoiB 10 (12) gacos

Buumanue! B tabnuiie npuBeneHbl yCpeIHEHHbIE HHTEPBAJIbI MEXAY NpueMoM nuiiu. MaTepBans
MEXAy IPUEMAMM MHINU B THEBHBIE YaChl U HOUHBIC NIEPEPHIBBI MEXKy KOPMIICHUSIMH yCTaHABIMBAKOTCS
WHIVBUAYAJIBHO, B 3aBUCUMOCTH OT YPOBHS INIMKEMHUHU.

Tabnuua 3. CpeaHecyToOYHble HOPMbI (PM3MONOrM4YeCKUX NOTpeoHOCTEN B IHEPrumn
ana pgeten cornacHo FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24 okt 2001)

Bo3spact (mec.) DHeprus (KKaJI/KT') MyX DHeprus (KKaJl/Kr)
KCH

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 (T.)
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1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44 4
17-18 50,3 441

Jluerorepanus npu OecCUMNTOMHON (popMe HEIOCTaTOUHOCTH OYEHb JIMHHOLIETIOYEYHOW aluii-
KoA neruaporenassl (VLCAD):

- 0-4 mec. — 50% rpynnoro mosoka + 50% cneunanusupoBannoe nuranue ¢ MCT

- > 4 Mmec. — yMepeHHoe cokpatieHue xupa 10 30% sHepruu ot obuiero kainopaxka, uz Hux 10-15%
3a cuer MCT, 3-4% 3a cueT He3aMEHUMBIX JKUPHBIX KUCIIOT.

Jluerorepanusi mpu HEAOCTATOYHOCTH OYEHb UIMHHOIENnouYeyHol anui-KoA permaporeHasbl
(VLCAD) ¢ panneii manudecramnueii 1 HEIOCTATOYHOCTH MUTOXOHIAPHUAIBHOTO TPU(YHKIIMOHAIBHOTO
oenka (MTP) mHenocraTouHoCTH AyTMHHOIENIOYeUHOH THapokcuia-KoA nerunporenassl (LCHAD):

- 0-4 mec. — 100% cnenmanmusupoBanHoe nmutanue ¢ MCT

- > 4 mec. — cokparienue xxupa 10 25-30% sHepruu ot odmiero kamopaxa, 20-25% u3 HUX 3a cyeT
MCT, 3-4% 3a cyer He3aMEHUMBIX XUPHBIX KHCIOT. CHHU3UTh TOTpeOICHHE ATUHHOLICTIOYEUHBIX
KUPHBIX KHUCIOT MAaKCUMaJIbHO HA CKOJILKO BO3MOKHO.

Jliig Bcex TUIOB: n30eratb Karaboau4eckux cutyanui!!!
NMpumep pacyeTta AneTbI

Pacuer nuetsl ans peOeHKa ¢ TMArHO30M: HEAOCTATOYHOCTH JUIMHHOIETIOYEUHOU ruapokcuia-KoA
neruaporenassl (LCHAD):

Bospacr 1,5 rona, Bec 10 kr.

OHeprus:
B 1,5 roga cyrouHas KaJoOpHMHOCTH pamuoHa cocTaBisieT 90 KKaJl/Kr/CyT, ClieI0oBaTelIbHO, Balll
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pebenok nomkeH moryduth 10 x 90 = 900 Kkan B CyTKH.

Kupsr:

25% sHepruu A0JKHBI 00€CTIEYNBATh JKUPBHI.

1 r xupa — 310 9 Kanopuit (Kxai)

Hcxons u3 aToro, pe0eHOK T0JKEH MOITY4YUTh:

Kupsr (r/cyt) =25% x 900 /9 / 100% = 25 T Xupa B CyTKH.

20% sHepruu A0JKHBI 00€CIIeYBaTh )KUPHBIE KUCIOTHI CO CPEAHEN LENbIO0, CIIEJ0BATEIbHO!

MCT (r/cyr) =20% x 900/ 9/ 100% = 20 r MCT B cyTKH.

[Tomnyuaercs, 4TO Ha JOJIIO JKUPOB C JUIMHHOM LIETIbIO PUXOAUTCS TOJIBKO: 25T —20 T =5 T B CyTKH.

3-4% sHEepruH MBI JOJDKHBI 00ECTICYHTH 33 CUET He3aMeHUMBIX >KUPHBIX KucinoT (ITHXKK).

Cuuraem:

IMHXK (r/cyt) =3% x 900/ 9/ 100% = 3 1 B cyTKH

benku:

1 r 6enka — aTo 4 kanopuit (Kkan)

[Ipu HegocTaroyHOCTH OYEHB JUTMHHOIeNnoueyHou anmi-KoA neruaporenasst (VLCAD) ¢ pannei
MaHu(pecTalel 1 HeJO0CTaTOYHOCTH JUIMHHOLenodeuyHo runpokcun-KoA nerunporenasst (LCHAD)
OoJtee 1enecoo0pa3Ha queTa ¢ MOBBIIIIEHHBIM COJiepkanneM oenka 1,5-2,5 r/kr/cyT.

B npuBenenHoM Bhile npumMepe pedeHKy BecoMm 10 Kr cyrouHas moTpeOHOCTh B OEJIKE COCTaBIISIET:
15-25r

benok 2 r/kr/cyt — 310 20 T, B IPOIIEHTax OT OOIIETO KajJopaxa 3To:

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

YrneBoasl:

1 r yrneBoaoB — 310 4 kanmopwuii (Kkan)

W Tax MBI mocuuTaNM, 9YTO CyTOYHAs KAJOPUUHOCTH palMoHa y Hamiero pedenka 900 kkai, U3 HUX
25% »sHeprum obecreunBaroT KUpbl, 9% OeNIKU, OCTABIIYIOCS SHEPTUI0 MBI JAOJKHBI MOKPHITH 32 CYET
YTJIEBOJOB:

100% — 25% — 8% = 66%

[TepeBoauM B rpaMMBbi:

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

MonuHeHacblWeHHbIe He3aMeHUMbIe XXUPHbIe KUCINOTbI (MHXK)

CymectByer 2 Buaa [THXKK: omera-3, omera-6.

I[THXXK 3aHuMaroT OOJBIIYI0O YacTh COCTaBa 3alIUTHOM MeMOpaHbI (000JOUYKH) JTHOOOW KIIETKH.
Opranusm crnoco0eH mpeoOpa3oBhIBaTh KUPHBIE KHUCIOTHI OJHOTO Kiacca B JIPYroi, HO HE CHOCOOEH
CHUHTE3UpoBaTh 00a Kjacca U3 0Oojee MPOCTHIX BEIIECTB, MOITOMY OHHU OO0S3aTENBHO JOJKHBI
MPUCYTCTBOBATH B MHUIIE, TOJOOHO MUKPOIJIEMEHTaM.

B namewm opranusme [THXKK nmeror cBoiicTBa B 3TUX e 000JI0UKax OOHOBISTHCS MO MEPE TOTO,
KaK KJIETKA MPOXOJUT CBOM €CTECTBEHHBIN KU3HEHHBIN ITHKII.

Opranusm Bcerja HCMOJIb3yeT T€ KUPHBIE KUCIOTHI, KOTOPhIE €CTh B HAMU4YUHU. VIMEHHO MO3TOMY
nenecoobpasno, BkmounTh B pannoH [THXKK kmacca omera-3 u omera-6 B mpaBHJIBHOM COOTHOIIICHUE.

Owmera-3: AJIK (Anbda-nuHonenoBas kucinorta), JI'’K (mokosarekcaenoBas kucnora) u OIIIK
(dliKO3ameHTaeHOBAs KUCIIOTA).

Owmera-6: nuHOJIeBast KMCIOTA, apaxXUJI0HOBAs KUCIIOTA.
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Ta6nuua 4. MHXXK npu HU3KOXMpPOBOM AneTe, oNnTMMaribHOe COOTHOLUeHue:

Bospacr Owmera-6 Owmera-3 Oomas Owmera-6: Owmera-6 Owmera-3
(% ot (% ot cymma Owmera-3 (r/cyT) (r/cyT)
SHEPIHH) SHEPIHUHn) (% ot
SHEPI'HH)
0—<4wmec. [4,0 0,5 45 8:1 2,0 0,25
4-12 mec. 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
>4 1. 2,5 0,5 3,0 5:1 55 1,1
Ta6nuua 5. Coaepxanue NMHXK B pactutenbHbIX Macnax:
Mmacia JlunoneHoBast kucioTa | Ausbda-THHOJIEHOBAS Owmera-6:
(omera-6) KUCIIOTa omera-3
(omera-3)
CadnopoBoe Macio 75 0,47 150:1
TBIKBEHHOE MacIIO 49 0,5 98:1
JIsHsAHOE Macio 14 53 0,26:1
Kykypy3noe macio 55,5 1,0 55:1
OIMBKOBOE Maciio 8,2 0,86 10:1
Pancosoe macio 15 8,6 1,7:1
Kymxyraoe maciio 42,5 0,8 53:1
Macno coeBbIx 6000B 53 1,7 7:1
Macio noIcoIHeYHOe 50,1 0,2 62:1
Macio rpenkoro opexa |52,4 12,2 4:1
Macmno 3apojpliien | 55,7 7,8 7:1
TMIIICHUTIBI

[loko3arekcaeHoBasi KUCNnoTa

YuuteiBas, yto auinbs Manag yacth JI'K kucinotel cuHTesupyercs u3 anbda-TuHOIEHOBON, OJTHUX
PaCTUTENHHBIX UCTOYHUKOB JJISi BOCIOJIHEHHUS HE0OXxoauMoro ypoBHs Omera-3 HemoctatouHo. MIMeHHO
MOATOMY B PAaIlMOH PEKOMEHAYETCS] BKIIIOYUTH JOOABKH COJIEpKallie JIOKO30T€KCACHOBYIO KHCIIOTY
(AI'K) B Heooxoaumom kommuectse. [lo3a [THXKK ompenensiercst Bpadom.

KapHutuH
HpI/I NNEPpBUYHOM I[e(bI/II_II/ITe KapHHUTHWHA, ITpCraparhbl JICBOKAPHUTHHA HA3HAYAIOT B BBICOKHX H03aX
50-400 mr/kr/cyT.

B ocTanbHBIX ciydasx KapHUTHH Ha3HAYAIOT B HEOOJBIIUX JIO3UPOBKAX C OCTOPOKHOCTHIO PEr.OS.
(mo3a ompeaenseTcss BpauoMm)

63 n3 95


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaummn — HapyLieHns MMTOXoHAPUanbHOro 6eTa-oKUCeHns XMpHbIX KucnoTt — 2021-2022-2023 (08.11.2021) —
YT1BepxaeHbl MuHuagpasom P®

[MPOTUBOIIOKA3AHO BHYyTpHBEHHOE BBEIEHHE pAcCTBOpa KapHUTHHA IPH HAPYLICHHH b-
OKUCJIEHHUS KUPHBIX Kuciot!!!

Kakum 06p330M nnTaHue pe6eHKa MOXeT ObITb aganTMpoBaHoO K NUTaHUIO CeMbU
K KoHIly mepBoro roja >Ku3HH peOCHOK HAYMHAET MEPEXOJUTh Ha OOIIUIl CTOJI, ero MUTaHHE BCE

0oJIbIlIE HAYHUHAET MNOXOAWTh Ha B3POCIYIO IIUIIY. Ena umeer Ooiee TBCPAYIO KOHCUCTCHLUIO, U
ACCOPTUMCHT OTACJIBHBIX IIPOJAYKTOB U 6JIIOI[ pacnpACTCA.

'l PACTHUTENLMHBLIE
MACAA M CUT
,'/.-
=y E .
w8

© /©
° "R\ @Y

HANHUTKH

Puc. 1. IlumeBas nupamuga, WUIIOCTPUPYIOIIAs COCTaB €XXEIHEBHOTO paluoHa pebeHka ¢
paccTpoiicTBoM MeTabou3Ma AITMHHOIEIOYEYHBIX KUPHBIX KUCIIOT.

Bonpiias 4YacTe MPOAYKTOB COOTBETCTBYET PEKOMEHJAIMSM JUIsl 3J0POBOrO, Pa3HOOOPAa3HOTO
MUTaHUS JeTed co 3JI0poBbIM MeTabomu3MoM. OueHb BaKHBI HAmMTKH 0Oe€3 caxapa, TakKHe Kak
MUHEpalibHas BOJa, (PPYKTOBBIA 4Yail M HEOOJBIIOE KOIUYECTBO (PPYKTOBOTO COKA, CMEIIAHHOTO C
ra3upoBaHHON BoMO#. B mpuopurere GpykTel M oBouM. B uMX cocTaBe NMpakTHUECKH HE COAEPXKUTCS
KUPOB, TIOPTOMY OHU MOTYT YHOTpEONAThCA B OOJBIIOM KoJIW4ecTBe. PekoMeHAyeTcs, KaKk M BCEM,
chenaTh 5 nmopuuit GPyKTOB U OBOIICH B JICHB.

Crnenyrouuii ypoBeHb MUIIEBON MUPaMUIbI COJAEPKUT 3€PHOBBIC MPOAYKTHI, 371aKH U KapTOQelb.
IIpn uX NIpUrOTOBIEHUN JOJHKHO MCIOJIb30BaThCSI MUHUMAIIBHOE KOJIMYECTBO JKUPA.

O0e3’KUpeHHOE MOJIOKO M MOJIOYHbIE MPOYKThl 00OTAIAIOT €XKeTHEBHbBIN PALMOH U JIOTIOJIHSAIOTCS
MEHBIIIUM KOJUYECTBOM HEKUPHBIX COPTOB Msica M PhIOBI

Macna u TBepAble KHUPHI JOKHBI ObITh 3aMeHeHbl MCT 1 He3aMEeHUMBIMU KUPHBIMU KHUCIOTAaMHU B
IIPaBUJIBHOM COOTHOLIEHUH.

Ha BepunHe nupaMupl HaXOAATCS HU3KOKUPOBBIE CIIAJJOCTH.
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MeTabonu4yeckumn Kpus

MeTaboaruecKkuii Kpu3 — KPUTHYECKOE, YrposKaroliee >KM3HH COCTOSHHE, CIPOBOIMPOBAHHOE
HeOmaronpusTHEIME  (pakTOpamMu, OOYCIIaBIMBAIOIIMMHU YCHJICHHBIH pacmaj >KUpoB ¢ oOpa3oBaHHEM
KUPHBIX KHCJIOT, HAPYILIEHUEM UX OKUCJIEHMSI U IPUBOJISIIEE K 00pa30BaHUIO TOKCUUHBIX METa00IUTOB.

UTo MOKET CIpoBOLMPOBATh META0OINUECKU I KpHU3:

- JUINTEJIBHOE TOJI0JaHUE

- nHpeKuus

- TsDKenasi pu3MUecKasi ¥ SMOLMOHAIbHAS Harpy3Ka

[Tpu3Haky runornukeMun (CHIKEHHE YPOBHSI caxapa B KPOBH):
- CrmabocTh

- JIpoxsb

- ['onoBOKpyXeHue

- JIMTIKWi# X0JI0THBIA TIOT.

[IepBrie cuMNTOMBI META0OJINYECKOTO KpU3a:

qPGSBBIqafIHaﬂ COHJIMBOCTb, MU3MCHCHHEC IMOBCACHHA, PaA3APAKUTCIIBHOCTb, CHWXXCHHC alllICTUTA.
Yacto kpu3 mpoBouupyeT MHGEKIHs, MOAITOMY MepBbIe MPOSBICHUS MOTYT HAYUHATHCS JMXOPAJKOMU,
TOIIHOTOM, TMapeei, pBOTON. 3aTeM ClIelyeT CHI)KEHUE caxapa B KpOoBH. EciiM CBOEBpEMEHHO HE HayaTh
JiedeHre y peOeHKa MOXKET MOSBUTHCS OJIBIIIKA, CYJOPOTH U KOMA.

B kakux cny4yasx HyXkHO HeMeAJNeHHO 06paTUTLCA 3a MeAULIMHCKOW NOMOLLIO

Ecnu BB 3aMeTniu 110001 M3 3TUX CUMIITOMOB Yy Balllero peOeHKa:

- [Inoxoit anmeTuT

- BeipaskeHHas c1aboCTh WM Ype3MepHasi COHIMBOCTD

- PoTta

- unapes

- JIuxopaaka

- [locTrosiHHBIE MBIIIIEUHBIE 00JIH, CTA00CTh WIIM KPACHOBATO-KOPUYHEBBIN IIBET MOYH.

YTto aenaTtb ecnu Bbl 3aMeTUNN y pebeHka 3T CUMNTOMbI?

VYXyuieHue COCTOSHUS OObIYHO HAOIOAaeTCsl B TOT MOMEHT, KOTJa OpPraHu3My HE XBaTaeT
sHepruu. M OH HauMHaAeT ee MCKaTh BCEMM BO3MOXKHBIMU CHOCOOaMM, OJWMH M3 MyTed — 3To pacmaj
COOCTBEHHBIX TKaHel (kartabosn3m). [lomyckaTh 3TOro HU B KOeM ciydae Henb3sd. U mepBoe, 4To Mbl
JOJDKHBI ClIeNaTh, 3TO MONpoOOBaTh BOCIIOJIHUTH SHEPTHUIO 3a CUET IJII0KO03bl. Jlaiite pebeHKy yrieBosl,
3TO MOXeET ObITh (PPYKTOBBIN COK, CIAIAKHH Yaii, WM pacTBOP IIFOKO3bI.

VYuuThiBasg BBICOKMM PUCK Pa3BUTHsI META0OIMYECKOIO KpU3a P MOSBICHUU BbIIICONMCAHHBIX
CHUMIITOMOB HY)KHO HEMEJUIEHHO OOpaTUTbCS 33 MEIUIMHCKON momomuibio. Heo0xoanMo B3sTh aHalu3
kpoBu Ha anekrponutsl (K+, NA+, Ca+t), rmoko3y, KIIC, AnAT, AcAT, K®K, JIAI', XC, JIIBII,
JIITHII, tpurnunepuasl, NH3. M HauaTh BHyTPUBEHHOE BBEIEHUE TIIFOKO3bI, COIVIACHO NMMPOTOKOJIY:

ITpy1 HEBO3MOKHOCTH OpraHM3aluy MUTAHUS Yepe3 pOT HEOOXOIMMO YCTAaHOBUTH HA30TacTpaJIbHbIN
30H]

Tepanus

[TpuHIMTIBI TEpaTHH:
- N30eratp rosonanus
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- CokparlieHue B pallioHe )KUPHBIX KUCIOT C JJTMHHOM LENbIo

- OGorareHue MUY CPeAHEETOYCYHBIMH KUPHBIMU KUCIOTAMU
- [IpenoTBpaTUTh THIOTIMKEMUIO
- JlomonuurensHas MeTabOIUYeCcKas OIEPHKKA TIPU PA3BUTHH WH(PEKITUOHHBIX 3a00JIeBaHHNA
- JloGaBKku KapHUTHHA (CM. pa3iesl KAPHUTHH)

Pusunyeckas Harpyska

@duznyeckas Harpyska — 3TO BCErJa JIOTOJHUTENbHAs 3HEPIUs, T€ KaJIOPUU, KOTOPHIE MbI JIOJIKHBI
3aIIaTUTh HALIEeMY OPraHu3MY 32 YCHICHHYIO pa0oTy.
[ToaToMy ecnu BbI 3HaeTe, YTO COOMpPAETECh MOTPATUTH OOJIbIIIE SHEPTUU YEM OOBIUHO, BBI JI0KHBI
OBITh K ’TOMY 'OTOBBI.
3a 30 MuHyT 710 pU3HUECKOl HArpy3ku pexomenaoBano npuHATh 0,2-0,5 1 MCT Ha Kr mMacchI Tena.

Jliia 6osbieit 3h(peKTUBHOCTH MOKHO CMELIaTh C yIiIeBOIaMu, HApUMep, 10JI0YHBIM COKOM.

[Tocie (u3mveckoll HArpy3Kd HYKHO BOCIIOJIHUTH TOTPAYCHHYIO JHEPTHUI0 OEITKOBO-YTIICBOHOMN
3aKyCKOM, OTHOIICHHE yTJIeBOJIOB K Oenkam — 3:1

CI16L|,I/I3.|1I/I3MpOBaHHoe nuTaHune

JIy1si marMeHToB ¢ HAPYIICHUSIMU OKUCJICHUS YKUPHBIX KHUCJIOT pa3padOTaHbl HECKOJIHKO BAPHAHTOB
CHEIUATU3UPOBAHHOTO MUTAHUSI M OTACNIbHBIC JiedeOHbIe TMPOAYKTh. OHU OTIWYAIOTCS MEXIY COOOM.
[Ipu mepexoze ¢ 0HOM GOpMYITBI HA APYTYIO U C OJHOTO MPOAYKTA HA IPYroi 3TO HY)KHO YUUTHIBATH!

[Ipumeuanue.

HYMCpaHI/IH Ta6J'II/IH JaHa B COOTBETCTBHU C O(i)I/IHI/IaJ'IBHBIM TCKCTOM JOKYMCHTA.

Tabnuua 7. CoctaB cneuymManmanpoBaHHOro nutaHma npm FAOD

pOXIEHU U
B3pOCIBIX TIpU
nedexrax
OKHCIICHUS
JUTMHHOLIETIOYE
YHBIX JKHPHBIX
KHCJIOT,
XUJIOTOpaKce M
JTUMQaHTUIKTA

Crer. cMech OoO1iiee AT % ot | MCT % ot| JluHomeHOBast Anbpa- Owmera-6:
coJiepKaHue o01ero obOmero | kucinora Mr/100 | nuHOJIEHOBAS oMmera-3
xupa % KHpa KHpa r kuciora mr/100
r

Crnenunanmsupo |26 16 84 900 170 4.2:1
BaHHBIN
MIPOJIYKT
INETUYECKOTO
J1e4eOHOTO
MUTAHUSA I
nereu c
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3UM  — cyXasd
CMECH
"Monogen"

("Mounoren")

Croern. mpoayKT O6utme xupst % N3 aux MCT %
Crierinanu3upoBaHHBIN IPOIYKT nerckoro | 50 45,4
JIMETHYECKOTO 7e4eOHOTO UTaHUS -

"JluxkBumken+" ****("Liquigent") (ucnonb3yercs
TOJIBKO KaK JIONOJHEHHE K OCHOBHOMY NPOAYKTY
MIUTaHUS)

MCT Oil 100 100

OucnaHcepusauus
21.]'[51 MalMEHTOB C HApPYWICHUAMHU OKHCICHHUA JXHUPHBIX KHUCJIOT HCO6X0}II/IMBI PETYIIAPHEBIC
oOcnenoBanus. B Tabnuue mpuBeAeH NPUMEPHBIN IMEpeueHb M PEryISIPHOCTh HCCIENOBaHUI, HO B

KaXXJI0M CJ1ydac BbI JOJDKHBI COTJIaCOBBIBATH ILJIAH O6CJ'I€,210BaHI/I5I CO CBOUM JICHAIIIUM BpadOM.

Ta6bnuua 8. PerynsapHocTb pa3nuyHbIX uccrnegosaHum npm FAOD

Hccnenosanue NutepBan
TMC 1 pa3 B 3 Mec. U 10 MOKa3aHUSIM
KIIC + nakrat 1 pa3 B 3 Mec. U 10 MOKa3aHUSIM
KpoBb Ha ammoHuit 1 pa3 B 3 Mec. U 10 MOKa3aHUSM

buoxumuuecknit ananus kpoBu (K®K, AJIT, ACT, |1 pa3 B 3 Mec. U 110 MOKa3aHUSIM
JIAT o6mmii 6emok, amb0yMHH, TIIIOK03a, X0JIECTEPHH,
TPUTIIHIICPUIBI KATHH, KaTbITU)

OKI 1 pa3 B 6 Mec. U 10 MOKa3aHUSM
9XO-KI' 1 pa3 B 6 Mec. u 110 MOKa3aHUSIM
200 1 pa3 B 6 Mec. u 110 MOKa3aHUSIM
Y3U opranoB OproIIHON MOJIOCTH U MOYEK 1 pa3 B 6 Mec. U 10 NMOKa3aHUSM

TeyeHne 6epeMeHHOCTU NPU HapyLUEHUN B-OKUCIIEHUS XKUPHbIX KUCNOT y nnoaa

IIpu OepeMeHHOCTH NpPU HEKOTOPbIX (opmax Ooje3He ecTh BBICOKME PHUCKH Pa3BUTHS
ocnoxHeHui. Cpeay HUX Yalle BCero BCTPEUArOTCs: CUIIbHBIM TOKCHUKO3, YacTasi pBOTa, KeNTyxa, 00Jb B
KHUBOTE, MOBBIIIEHNUE APTEPUATILHOTO J1aBJICHUS, KPOBOTEUEHHE.

MporHo3 npu cBoeBpeMeHHOM NOCTaHOBKU AMarHo3sa

IIporuo3 3aBucutr oT (opMmbl 3abojeBaHus W MaHu(ecTauuu. B OONBIIMHCTBE cilaydaeB mpu

CBOCBpCMCHHOf/'I JAUArHOCTUKH U TCpAIlUU ACTU C 3a00JIeBaHHEM MOTYT paCCYHUTBHIBATHL HA NOJHOLICHHYIO
JKU3Hb, HHYEM C TIICpBOr0 B3IJdAa HE OTINYAIOHICIOCA OT OCTaJIbHBIX. O,[[HaKO TCparund 6YIlCT
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MOKU3HEHHOH, U pe3yabTaT OyAeT 3aBUCETh OT NMPABHIBLHOCTH COOIIOICHUI pEKOMEHIANI BpayeH.
HdononHutenbHaa nHcdopmauusa

[Tewaras B mouckoBuke TepmuH "fatty acids oxidation defects", BbI HaiijeTe THICSIUM AHTIIMICKHX
CCBUIOK. B pYyCCKOSI3bIYHOM MHTEPHETE MOJIE3HBIX CAaWTOB HA 3Ty TEMY IMOKAa HET. DTU CAMTHl CO3/1AI0T
caMM POAMUTENH, NPU MOJICPKKE Bpadueil U crieuaucToB. [103TOMYy e€ciiv y Bac €CTh CUJIbI U JKEIIAHUE —
cIeNaiiTe TaKOM CAlT JUIsl APYTUX ceMel u i ceOsl.

WHTEepHEeT MPUHOCHUT OOJBIIYIO MOJB3Y, HO MHOTJa MH(pOpMaIus, HaiiiIecHHAs B MHTEPHETE MOXKET
HC COOTBCTCTBOBAThH PCKOMCHAALHAM, KOTOPBIM BbI CICAYCTC. He 6p00aflTeCB BBIIIOJIHATH TO, 4YTO
HalMCaHO Ha CTPAHHUIIAX COILICETeW W Ha cailTax, Jnaxe eciu HH(opMmaius 3aciyKUBaeT IO0BepHsi!
O6CY)II/ITC O9TO C BalllUM Ji€HalllUM BpadOM, Bbl JOJKHBI OBITH YBEPCHEI, UYTO ACTACTE BCC MIPABUJIBHO.

[Ipu coctaBneHMU AaHHOW OpOIIIOPHI MBI TOJIH30BAJIUCH CIEAYIONIUMU PEKOMEHIAIUSIMH ¢
NCTOYHUKAMMU:

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, Dusseldorf, Germany) 2009, Apr 28.

Vademecum Metabolicum — Johannes Zschoke (Innsbruck, Austria), Georg F. Hoffmann,
Heidelberg, Germany)

http://www.fodsupport.org

CokpallueHus U NOHATUA

- CPT1 — KapauTtun naibmutonnTpancdepassl 1 nedunut

- CPT2 — KapauTtun naibMuTounTpancdepassl 2 1euiuT

- SCAD - KopoTtkonenoueunoit ammi-KoA neruaporenassl neumur

- MCAD — Cpeaneniennoueunoit arui-KoA neruaporeHassl AeGUITAT

- MTP — MuroxonipuaibHOTo Tpu()yHKIIMOHAIBHOTO OelKa AehUIIAT

- LCHAD — pnuaHOUENIOYeYHOU ruapokcuii-KoA neruaporenassr et

- VLCAD — Odens amuHHOIETIOYeUHOH anmi-KoA neruaporeHassl AepUITAT

- CT (MCT) — cpenneneno4yednble >KUPHbIE KUCIOTHI (TPUTIUIICPHIBI )

- T — miMHHOLIETIOYEeYHBIE KUPHBIE KUCIOTHI (TPUTIULEPUIBI)

- [THXKK — nonuHeHachIIIIeHHbIE HE3aMEHUMbIE KUPHBIE KHCIOTHI

- AHWJIKAPHUTUHBI — sxupHbIe KUCIOTHI CBSI3aHHBIE C KAPHUTHHOM

- KAPZIMUOMMUOITATUS — 3ab6oneBanue cepAua, Npu KOTOPHIX CepJieuHas MBIIIA CTPYKTYPHO U
(GYHKIIMOHATBHO U3MEHEHA

- TUTTIOTOHUS — MplieuHas ciabocthb

- TUTIOI'JIMKEMMS — cHmxeHue ypoBHs caxapa B KPOBH

- PABJIOMUNOJIN3 — pa3pyiieHne KIeTOK MBIIIEYHOU TKaH!

-  METABOJIMUECKMI AIIMJ0O3 - HapymleHHe KHCIOTHO-OCHOBHOTO  COCTOSHHS,
MIPOSIBIISAIONIEECS HU3KUMHU 3HaUYeHUSIMU pH KpOBH U HU3KOM KOHIIEHTpalueil OukapOoHaTa B KPOBH

- TUITIOI'JIMKEMMSI — cHrkeHue ypoBHsI caxapa B KPOBU

- THITIEPAMMOHUWEMMJ S — noBsllieHre ypoOBHS aMMOHHUS B KDOBHU

- HEMPOIIATUS — nopakeHne HepBa, MPH KOTOPOM IIPOUCXOAMT HAPYIIEHHE Er0 HeTOCTHOCTH
WM LEJIOCTHOCTHU €ro 000JI0UKH.

- PETUHOIIATHS — nopakeHue ceTyaTku

- KATABOJIN3M — npouecc pacnaga CI0KHBIX BEIIECTB.
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[Tpunoxxenue I'1-I'N

IIIkaabl OLEHKH, BOIIPOCHUKH U APYIrHe OLEHOYHbIe HHCTPYMEHThI COCTOSIHUS
NALMEHTA, IPUBEJICHHbIC B KIMHUYECKUX PEKOMEHIANUAX

[Tpunoxxenue I'1

Kunaccuduxkanuss HacaeACTBEHHBbIX HAPYIICHU OKHCJICHUS JKUPHBIX KHCJIOT

3a0oneBaHue Yacrora l'en Jloxyc OMIM
Hapymienus TpancriopTa )KUPHBIX KHCIIOT
[MepBuunbiii  gedumur  kapautuHa | 1:22000-1:7700 [SLC22A5 5¢31.1 212140
(OCTN2)
Kapautnn namemutomsnTpancepassl | peiako CPT1A 11g13.1 600528
1 nepunut (CPT1)
KapHuTnH-auunkapHUTHH penako SLC25A20 3p21.31 212138
tpanciokasbl gepuut (CACT)
Kapautna nansmutomiTpancdepassbl | peaKo CPT2 1p32 600650
2 nedurut (CPT2)
Hapymenue B -oxucnenus KUPHBIX KACIIOT
KopoTkornenoueunoit armuin-KoA | 1:25000- ACADS 12qg22-qter 201470
neruaporenassl aedumut (SCAD) 1:220000
Cpennenenovyeunomn ammi-KoA | 1:15000 ACADM 1p31 201450
neruaporenassl nedunut (MCAD)
Ouyenp mmMHHONEnoueyHoil armwi-|1:85000 ACADVL 17p13 201475
KoA JETUPOreHa3bl neuIuT
(VLCAD)
KopoTkorenoueunoit 3- | penko SCHAD 40922 - 26 601609
ruapokcuami-KoA  aeruaporeHassl
nepunut (SCHAD)
JITMHHOLIETIOYEYHO I 3-11:250000- HADHA 2p23 609016
ruapokcuanmi-KoA  aerunporenassi | 1:750000
neunut (LCHAD)
MUTOXOHIpUATBHOTO 1:250000- HADHA, 2p23 609015
TpU(PYHKIIMOHAIBHOTO 6enka | 1:750000 HADHB
nedurut (TFP)
MHOKECTBEHHBI  ACQUIUT  aIliI- | peIKo ETF-B 19913.3, 231690,
KoA JErUIpOreHas ETF-A 15023 — g25, |231675
neuuut//royrapoBas auuaypus TUI ETF-DH 4q32-qter
2 (TA2)
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[Tpunoxxenne 12

Kinnuveckue nposiBjieHHsI HAPYLICHUH OKMCJICHHUS KMPHBIX KHCIOT

Kimmanueckue npusHaku Hapymenns

DHuedanomnarus (Cya0pory, JIeTaprus, KoMa) Bce  Qopmbl, KpomMe  MBIIIEYHOTO  THUIIA
HEJIOCTATOYHOCTH KapHUTHHA

[TopaxxeHue neyeHu Bce dhopmbl

Mpieynast cnabocThb, THIIOTOHUS Bce dhopmbl

Mnuasrusi, pabmomuonu3, usmenenue nsera moum |CPT2, CACT, VLCAD, TFP, LCHAD, T'A2

(kpacHOBaTO-Oypas)

Kapmnomuonarus Kapuutuna Hsemocratounocts, CPT1 (penko),
CPT2, CACT, VLCAD, TFP, LCHAD, I'A2

Hapymenust putma cepaia CPT2, CACT, VLCAD, TFP, LCHAD, MCAD,
A2

CuHIpOM BHE3AIMHOM JIETCKON CMEpPTH Kapautnna wemgocrarounocts, CPT2, CACT,
VLCAD, TFP, LCHAD, MCAD, I'A2

JlunieBbie au3Mopbhun CPT2,T’A2

TyOynspHble HApyIIEHUS

CPT1, CPT2, LCHAD, I'A2

Tloyeynasa HENOCTATOYHOCTH

CPT1, CPT2, CACT, VLCAD, TFP, LCHAD,
I'A2

Hannuwne kucT B moukax

CPT2,I'A2

VBennuyeHne nouex

CPT1, CPT2,T’'A2

bosnu B )xuBOTE, TUApes Kapuutnuna  negocratounocts, CPTI, TFP,
LCHAD

[Tepudepuyeckas HeliponaTus TFP, LCHAD

[lurmeHTHBIN peTHMHUT, MoMyTHeHue xpycranuka|lFP, LCHAD

(penxo)

HeoOprunbIii 3ammax Moy (Tuna "MmoTHLIX HOT'') A2

OcnoxxHeHus OepeMeHHOCTH y  Marepei
(HeykpoTHUMasi  pBOTA,  yBEJIMYEHHE  IICYCHH,
MOBBIIIEHUE aKTUBHOCTHU TpaHCaMHUHa3,
rUnepomIupyoOMHeMusi,  KUpoBas  JUCTpodus
TICYCHH )

CPT1, TFP, LCHAD
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O0mme kannnyeckue nposiiaenuss FAOD

[Tpunoxenue [2a

Knuanyeckue cuMOTOMBI CPT1|OCTN | CACT CPT2 | VLCAD TFP LCHAD
2

JleransHOCTB Bricokas |+ 37-43% | 76% 38%

IMunornukemuu/BsaocTs, + + + + 30-43% |57% 30%

COHJIMBOCTb

Kapnmomuonarum/aprxaTenbHbIe | - + + + 52-36% | 73% 49%

paccTpoicTBa

Hapymenwne cepaeunoro putma | - - + 18% 10% 18%

MuonaTusi/KpaMu/padIoMHOIH | - + 96% 20-4% 83%

3

Mpliie4Hast THITOTOHUS - + - - - 100- 61%
80%

I'emaromeranus/remaronaTas + + + + 61-96% |60% 78%

[TommueBpomaTus - - - - - 70% 3%

Perunonarus - - - - - 11% 29%

[Tpunoxenue '3

JlabopaTopHble U3MeHeHUsl MPU HAPYIIEHUSAX OKHCJIEHUS S KUPHBIX KHCJIOT

3aboneBaHue JlabopaTopHble U3MEHEHHS
Teppunbrit KpoBb: runokeroTnyeckas rurorjivkemMus Ha (oHe roso/1a, T K®K, T ACT, T AJIT
Aeuuut Moua: /lnukapOOHOBbBIE KUCIOTHI B HOPME MJIM HECKOJIBKO MOBBIIICHBI
KapHUTHHA
AUWIKapHUTHUHBI: \’ : \’ C0 <10, cymmapHble allMJIKAPHUTHHBIL < 5
Kapuutun KpoBb: runokeroTrdeckas TUIOTIIMKEMUS Ha (OHE T0JI0a, ) KO®K, ) ACT, T AJIT
NaTbMUTOUITP A4 _
ancgepasbl 1A NH3;
neuuuT Koarynonarus;
(CPT1) Moua: 0OTCYTCTBHE MOBBIIICHUS JUKAPOOHOBBIX KUCIOT
AIMITKapHUTHHBI: T CO0, CO/(C16 + C18)
| c16, c18, Cc18:1
KapHuTHH- KpoBb: runokeroTnyeckas runoriaukemMus Ha oHe rojoja, T K®K, ) ACT, ) AJIT,
aIMIIKAPHUTUH A A
TpaHCIOKa3bl maktar, | NH3
neuuut Koarynonarus
(CACT) Moua: MOKeT OTMEYaThCsl MOBBIIICHNE JUKAPOOHOBBIX KUCIOT
AUUTKAPHUTHUHBL: T C16, C16:1, C18, C18:1
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L co

Kapuutun
MATBMUTOUITP
ancdepazsl 2
neuImT
(CPT2)

KpoBb: rumokeToTuueckast TUIIOTIMKeMHUs Ha (poHe ronoaa T K®K, T ACT, T AT
Moua: MHOTIOOMHYPHSI MOTYT MOBBIIIATHCS TUKAPOOHOBBIE KUCIOTHI

AIVIKApHUTHHBI: T Cle6, C16:1, C18, C18:1
b co

Kopotkonenou
€UHOM  aImi-
KoA
JEruaporeHas
Bl nedunuT
(SCAD)

KpoBb: MeTabommueckuii aui03, TAMOTITNKEMUS
Moua: >TruaIMarIoHoBas KUCJIOTa

AUUTKApHUTHUHBL: T C4

Cpennerenoue
YJHOM aruI-
KoA
JETHIPOTEeHA3
BI nedunuT
(MCAD)

KpoBb: runokerornueckas runorjivkeMus Ha (JoHe roJoja, ) ACT, T AJIT AJIT
Moua: C6-C10
JTMKapOOHOBBIE KUCIIOTHI, CYOSpUITIUIUH, T€KCAHOWIITIIULINH

AIVIIKApHUTHHBI: T C8, C10, C10:1
b co (nn1 HOpMa)

OueHb
JUIAHHOIIETIOYE
YHOU aIuI-
KoA
JETHIPOTCHA3
Bl neuIuT
(VLCAD)

KpoBb: runoketoTnueckasi THIIOTIMKEMHUs Ha (JOHE TOJI0/1a, T K®K, T ACT, T AJIT,

T NH3
Moua: C6-C14
I[I/IKap60HOBI)Ie KHUCJIOTHI

AIUITKApHUTHUHBL: T C12:1, C14, C14:1, C16, C16:1

KopoTtkotenou
€UHOH 3-
TUAPOKCHAIIHIT
-KoA
JETHIPOTCHA3
Bl neuIuT
(SCHAD)

KpoBb: runokeroTnyeckas rurorivukemMus Ha (oHe rojoaa, ) WHCYJIVH, T NH3
Moua: 3-TUAPOKCUTITyTapOBasi KUCIOTA

AIUITKApHUTHUHBL: T C40H

JnmHHOIIEIOY
€UHOM 3-
TUJIPOKCHUALTIIT
-KoA
JETUpOoreHas
BI aeQuIuT
(LCHAD)

KpoBb: runokeToTHyeckas TUIOTIMKEMHUs Ha OHE T0JI0/1a, T K®K, T ACT, T AJIT,

T NH3
Moua: C6-C14
JTUKapOOHOBBIC KUCJIOTHI,

Amkapauraas: |1 C16:1-OH, C16-H, C18:1-OH, C180H

MuroxoHapua
JIBHOTO
TpUPYHKIIMOH
a’JbpHOTO OejKa
neQuIuT
(TFP)

KpoBb: runokeroTryeckas runorinkeMust Ha (oHe roJioja, T K®K, T ACT, T AJIT,

T NH3
Moua: C6-C14
JIMKapOOHOBBIE KUCIIOTHI,

Amkapaurams: |1 C16:1-OH, C16-H, C18:1-OH, C180H
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MHO)KeCTBeHH CLIBOpOTKaZ THUIIOKCTOTHUYCCKAs THUIIOTJIMKECMUA Ha ¢)OHC rojoaa, rmliOKE€TOTHYCCKasA
BU - ACQHUMT | Ly nykemus Ha done ronoza, T kok, T AcT, T ANT, T NH3, mera6omaeckuii

ami-KoA
JETUIPOTeHa3
neuImT
rJIyTapoBast

alrnao3
Moua: T C5-C10

auMAypus THIL | AMIKapHUTHHBL: T ca-c18

I (TA2 TA2
TA2 TA2)

L[I/IKap6OHOBI)IC KHCJIOTBI, MOJIOYHAA, IJ1yTapoBasi, STUJIMOJIOHOBAsA KUCJIOTHI.

[Tpunoxenue ['4

3abop OmomaTepuasia 1Jil THATHOCTHUKY B IITHAX KPOBH

KpoBp  coOupaercs Ha  CTaHIApTHYIO
KapTOUKY-(QHUIbTP (N903), KOTOpast
MIPUMECHSICTCS VTS CKPWHHHTA
HOBOPOXJEHHBIX B P® WM aHaJIOTMYHYIO
JUTS TIOJTYYSHHSI CYXOTO IMATHA KpoBU. KpoBb
MOXET OBITh, KaK KalmWJUIsIpHAs (M3 TajblIa,
MATKH), TaK U BEHO3Has. BeHo3Has KpoBb
cobupaercs B  TPOOUPKY, aKKypaTHO
MepeMelnBaeTcss U 3areM ObICTpO ¢
MOMOIIBI0 MUNETKH HAHOCUTCS Ha (UIBTP
nmo 25-50 MKaI KpOBM Ha  KaXAYIO
BBIJICTICHHYIO 00J1acTh. Heo06xonmnmo
XOpOIIO MPOINHUTaTh BBIJCIEHHYIO 00J1aCTh
Ha ¢unbtpe (puc. 1). I[IpeanmoururensHO
cobupate oOpasupl mocie eapl 4depes 40

XXX N

He cr s ofoss worumaserd crms Mo aTr A Ve 6 fu A atau iy

- Kamnm J0JDKHBI TOJIHOCTBIO MPOIUTATh KPYXKKH €
00paTHOM CTOPOHBI
- He xacaiiTech 0065acTi, TPONMUTAHHON KPOBBIO

Pucynok 1. O0pazern npaBHWJIBHOTO HaHECEHUS KPOBH Ha
KapTOYKY-(PHIBTP
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MuUHYT — | uac. Bo3moxHO Takke CTSN 27NN 4TSN 1T T
OCYIIIECTBUTH 3200p KPOBU M HATOII[AK. ( ) ( ) ( \ ! \ ! \
_ I \ I\ !
Ha K:%pTque bunbTpe 00s13aTeNTLHO N Nia” Naak N Nt
JOJDKHBI OBITh ueTko ykazansl @O, kem u 903 Q 2023-10 0000020001

OTKYy/Ia HalpaBJICH MAIUeHT, 1aTa POXKICHUS Xpassums. npw 42 - 425 C*
1 TenedOH JIevalero Bpaya (PUCYHOK 2).
Ob6pa3zernt CyXOro MSATHA KpOBH
BKJIQ/IBIBACTCS B YUCTBI KOHBEPT, OO B
yrcThii (aitn. Kaprouka-GuibTp He HomKHA ~
COTIPHKACATHCS C TPS3HON MOBEPXHOCTBHIO U 58 6 0010608
C  00pasaMm  OPYTHX  [AIHCHTOB. | o e

Heobxomumo  mpuioxkuTe K obOpasuam
WHGOPMHUPOBAHHBIEC COTIIACHS TTAITUCHTA WITH | fara posaesons Qa2 e3eTven spos Noa
€ro  3aKOHHBIX  MpEJICTaBHTENEeH  Ha

TIPOBE/ICHHE Ta00PATOPHEIX HCCIEIOBAHMI | 1o oo

nny J fopoa / Aapec

E-mail spana

Tenedosi spava

Tect
[Joatpu [Jnomne [Jrowe [Jmnca [Jimo6tt [Jipoors

D Comenmnmt Cxpyrer, MyTaumm

Pucynox 2. O6pazen kapTouku-(pribTpa

Anroputm AeCTBMU MeAULIMHCKOro nepcoHana npu B3ATMu obpasuoB KpoBU

- BBIMBITh PYKH (TUTHEHUYECKUI YPOBEHbD), HA/IETh IIEpPUYaTKU;

- BBIMBITh PYKH TallMeHTa (MATKy peOeHKa, B Cilydae, eClid KpOBb OepeTcs U3 MITKH);

- mpoTepeTh o007acTh MPOKAIbIBAHUS CTEPUIbHON canderkoid, cmoueHHOW 70% crupTOM,
MIPOMOKHYTB CYXO#l CTepHIIbHOM callheTKON; — MPOKOJIOTh CTEPUIILHBIM OJHOPA30BbIM CKAPU(PHUKATOPOM;

- CHSITh MEPBYIO KAIUTIO KPOBHU CTEPUIIBHBIM CYXUM TaMIIOHOM M3 HETKAHOTO MaTepuaia WM Mapiu
WU cangeTKON MapJIeBOM METMIIMHCKOW CTePUIILHOM;

- MSITKO HAJIaBUTh IS TIOJTy4€HUsI BTOPOH Karulk KPOBH;

- IPUJIOKUTH MEPIEHAUKYIIPHO TECT-0JIaHK K Karie KPOBH U MPOIMUTATh €r0 KPOBBIO HACKBO3b;

- QHAJIOTMYHBIM OOpa30M HAHECTHU Ha TecT-ONaHK 6-8 Kamenb, BUJ MNSATEH KPOBH JOJDKEH OBITh
OJINHAKOBBIM C 00€UX CTOPOH.

- BBICYILIUTH TECT-0JIaHK B TOPU30HTAIBHOM TOJ0KEHHH Ha YUCTON 00€3:KMPEHHOM MOBEPXHOCTU HE
MeHee 4 4 06e3 MpUMeHEeHUs TeIUI0BOI 00padOTKH U MOMalaHus MPSIMbBIX COJIHEYHBIX Tydei;

- yHOakoBaTh TECT-ONAaHKM B YHUCTHI KOHBEPT TakuM oOpa3oM, 4YTOOBI MATHA KPOBH HE
CONPHUKACAIIHCH.

Ocob6eHHOCTU NpU NHDPY3INOHHOWN Tepannuu
HCKOTOpLIC MaluCHTBI MOTYT IOJIy4aTb I/IH(by31/IOHHyIO TCpalurro, ICPCIMBAHNC KOMIIOHCHTOB

KpOBH, YTO MOKCT OKa3aTb BJIMAHUC Ha PE3YJIbTAaTbl TCCTOB. HaHpHMep, npu nepeiinBaHnu IJIa3Mbl
KpOBHU MOTYT OBITh MOJIYYCHBI JIO)KHOOTPHULIATCIIBHBIC PC3YJIbTATHI. PCKOMCHI[yeTCH OCYIICCTBUTD 336013
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KPOBH JUIsl IMaTHOCTHKK HE paHee 4eM 4epe3 6-7 qHel mocie nepeiuBaHus Iia3Mbl KpoBu u uepe3 7-10
JIHEH Mocye MepesIMBaHnsl KOMIOHEHTOB KPOBU

He nomyckaercst 3a60p KpoBH:

- cpa3y nmocJjie NpOBECHUS MAMeHTY HH(PY3MOHHOU TepaIuy;

- cpa3y 1mocje 3aMEHHOTO TIePeINBaHUS KPOBH.

XpaHeHue n TpaHCNoOpTUPOBKa bMomaTepuana
OOpa31pl BBICYIICHHBIX MATEH KPOBHM MOYKHO XPaHUTH B OOBIYHON Kamepe XOJIOAWIbHUKA mpH +4

°C no otnpaBku. Cpok XpaHEHUs 10 MOMEHTa OTIPABKHU HE JOJDKEH MpeBbliaTh 7 aHel. Eciau xpaHuTh
J0JIbIIIe U IpU OoJiee BBICOKOM TeMIiepaTrype, TO 3TO IPUBEAET K JI0KHOIOJIOKUTEIbHBIM PE3YIbTaTaM.

IIpunoxenune I'S

MakcumajibHasi NPOJOJIKUTEIbHOCTD IOJ0AaHUS (P CTA0MJIbHBIX
MeTa00JINYeCKHUX COCTOSIHUSIX)

HoBopoxneHnubie 3 4Jaca, Tak K€ HOYbIO

< 6 MecsI1IeB 4 yaca, Tak k€ HOYbIO

> 6 MecA1eB — 12 Mecs1eB 4 gaca mHEM, TaK K€ HOYbIO

> 12 MmecsaueB — 3 roga 4 gaca qaem, 10 (-12) yacoB HOYBIO
4-7 net 4 qaca maeM, 10 (-12) vacoB HOYBIO

Hebunutr cpennenenoveunodt anmmin-KoA  germaporenasst (MCAD): pexkoMeHmanuud 10
MaKCHMaJIbHOMY 0€30I1aCHOMY BPEMEHH T'OJIOIaHUs JIJIS 3I0POBOTO peOCHKA.

Bo3spact Bpewmst (B gacax)

[Ipu MOJIOKUTENIBHBIX pe3yabTaTaX CKPUHUHTA B Bo3pacte |6
1o 4 mecseB <*>

Ot 4 Mecs1eB 8
Ot 8 Mecs1eB 10
Ot 12 mecs1ieB u crapiie 12

<*> Bo3pacT 0K0JI0 2 Heelb.

Hcrounuk: www.bimdg.org
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[Tpunoxenue I'6

CpenHecyTo4HbIe HOPMBbI (PU3HOJTOTMYECKUX NOTPEOHOCTEH B IHEPIUH ISl AeTeil

CpennecyTouHble HOPMBI  (PU3UOJIOTHYECKUX TOTPEOHOCTEH B DJHEPruM Uil  JETEH COTJIACHO
FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24 okt 2001)

Bospacr (mec.) DHeprus (KKaJ/Kr) MyX. OHeprus (KKaJ/Kr) 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
Bo3spacr (T.)

1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44,4
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17-18

50,3

44,1

IIpunoxenune I'7

CooTHOLIEHHE KMPOB U yIJIeBOIOB B AneTe Npu pasHbix popmax FAOD

3aboneBanue (COKpAIIECHHO)

Juera (1o ot o011el KaopuitHOCTH)

OCTNZ2, MCAD Hopmanbnas: xupst: 30%:;
ETF-B2+ yraeBoiel: 50-55%;

Msarkasi, mo3gHsas, MbimedHas, | oenku: 10-15%

ACUMIITOTUYECKAs (bopMbI:

CPT2, VLCAD, SCAD,,

ETF/ETF-DH

HMGSC2, OXCT

CACT, CPT2, M/SCHAD, |BsicokoyrieBoHast, HU3KOKHPOBasi:

ETF/ETF-DH, MKAT

xupbl: 20-25% (BKiIIOYas HE3aMEHUMBbIE JKUPHBIE KUCIIOTHI);
yrieBoOIbl: 65-75%);
oenxu: 8-10%.

CPT1, CACT, CPT2, VLCAD,
LCHAD, FATP1

BricokoyriieBo1HASI, HU3KOKUPOBAS:

wupbl: 20-25% (Brmrouas: 10% JUT, 10 — 15% MCT, 1 — 4%
HE3aMEHUMBIC KUPHBIC KUCIIOTHI);

yrieBoIbl: 65-75%;

ocenku: 8-10%.

[Tpunoxenune '8

I[OﬁaBKl/l HE3AMECHMUMBIX )KHUPHBIX KUCJIOT IIPH JHUETE ¢ HU3KUM COACPKAHUEM KUPOB

(D-A-CH)
Bo3spacrt % sHeprumn
N-6 JIMHOJIEBAs KUCJIOTa | N-3 JTUHOJICHOBAS KUCIOTA CymmapHo
ot 0 10 <4 mecs1eB 4.0 0,5 45
oT 4 o < 12 Mmecs1eB 3,5 0,5 4.0
ot 1 1o <4 net 3,0 0,5 3,5
>4 ner 2,5 0,5 3,0
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[Tpunoxxenne I'9

IIpumeHeHue yriieBoA0B NP MOA03PEHNUH HA META00JIHMYECKUI KPU3 U IIPH
HHTEPKYPPEHTHBIX 3200/1¢BAHUAX

[81]

CooTBeTcTBHE MEXYy BO3PACTOM peOEHKA M J1030M IIIIOKO3bI JIIsl SHTEPAIBHOTO MPUMEHEHUS NpU
[I0JI03PEHUH HAa METa00IMYECKUM KpU3.

BO3pacT P-p nexctposer** (%) | Mo3zawmn/kr/a | Jlo3a mur/kr/cyt DHeprus Kr/cyt
0-6 mec. 15 7,7 183 110
6-12 mec. 15 7,0 168 100
1-3r. 20 4,5 110 90
3-6 1. 25 3,3 80 80
6-12 . 25 2,6 65 65
i 6-12 1. 30 2,25 54 65
12-15 ner 30 1,8 42 50
> 15 ner 30 1,6 38 45
[130]

JlobGaBKa TJTFOKO3bI

(Mr/KT B MUHYTY) B/B

VYrnesonst (25% pactBop)

JlHeBHas 103MPOBKaA

8 (Bo3pacrt 2 roja)

ManbToAeKCTPUH

0,8 r/kr/2 u=12 * 3,2 MJI/KT B €Hb

6 (Bo3pacrt 2-6/8 ner)

JIET)

Kykypy3usbiit kpaxman (ceipoit) (c 2

1,5 r/kr/4 a= 6 * 6 MJI/KT B J€Hb

5,5 (6/8 ner)

2 1/kr/6 4 =4 * § MII/KT B JI€Hb

CpennecyToyHble HOPMbI (PU3UOJIOTHYECKUX MOTPEOHOCTEH B PHEPrHM JAJS JIIOJCH pa3sHBbIX BO3PacTOB
corimtacio FAO/WHO/UNU 2007 (WHO Technical Report Series 2007)

aKTHBHOCTH, Bec 70 Kr

Bospacr (T.) DHeprus (KKaJll/Kr) MyX. OHeprus (KKaj/Kr) KeH.

0,5 80,0 81,2
2,5 83,1 79,8
50 75,2 72,8
10 65,7 59,2
15 54,9 46,1
B3spocnslie, Benyme obpas

JKU3HU cpeaHen
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18-29 43,7 38,0
30-59 41,8 35,3
B3spocibie, Benymue obpas

JKA3HU cpeaHein

aKTHUBHOCTH, Bec 50 Kkr

18-29 50,6 43,0
30-59 50,6 43,7

CpenHecyTouHbIE HOPMBI

(GU3MONIOTMYECKUX TOTPEOHOCTE B DHHEPrHMM s JETed COIJIacHO
FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24 okt 2001)

Bo3spact (mec.)

OHeprus (KKaJl/Kr) MyX.

OHeprust (KKaJl/Kr) JKeH.

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
Bo3spacr (T.)

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
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12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 44,4
17-18 50,3 44,1

[Tpunoxxenue I'10

Conep:xxanue MCT B cmecsix 111 Jie4eOHOr0 MUTAHUSA M NPOAYKTAX
AOMOJHUTEJbHOI0 MUTAHUsA, IPpUMeHseMbIX Y nanueHToB ¢ HOXKK

[105]

XUMUYECKUH COCTaB CMECEW, B COCTAB KOTOPBIX BKJIIOUEHBI CPEIHEIENOYEUYHBIE TPUTIIHIIEPUIBI
(r/100 M) <1>

<1> — Taxxke MCT coxmepxaTrcsi B psjue cMeced i HEJOHONIEHHBIX JIETEH, MOy JIEMEHTHBIX
cMeceil Ha OCHOBE TIIYOOKOTO THApOJM3a Oelka KOPOBHETO MOJIOKA, AJIEMEHTHBIX CMECE Ha OCHOBE
aMUHOKHCIIOT.

HaszBanue Xumudeckuit coctas, /100 mi DHepreTuyeckas
cMecn Benku Kuper MCT VYrieBoasl LICHHOCTD, KKal
MonynbHbIE TPOLYKTHI
MCT oil 100% |- 91 90 - 819
MCT oil 77% |- 91 70 - 819
<2> (77%)

<2> — CrneuMaau3upOBaHHBIN MPOYKT HA OCHOBE Maca CpeIHEIENOUYCYHBIX TPUTIUIEPUIOB.

[Tpunoxenue I'11

Muera npu HemoctaTouHocT TFP/LCHAD (koHCeHcyC 3KCIepToB)

Henocratounocts Bospacr Kupsl VYriieBoabl Kanopun
TFP
beccumnromuas 0-4 mecsnen Hckmrouenne  rpyasoro | bes bes
W MOJIOKa WM  JIETCKHUX | CTIELIHAIbHBIX CIIEUATIbHBIX
CUMITTOMAaTHYECKast cMeceH, 100% | no6aBoK (TOJIbKO | TOOABOK
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CIIEUAJILHOM CMECH C
HU3KHUM coJiepKaHuEM
KUPOB

npu
KJIIMHUYECKHUX
MOKa3aHUSAX)

(pexoMeHanu
u D-A-CH)

- Monogen, SHS
Komuuectso Ha 100 mu:
LCT 0,21 r, MCT 1,89 r
+ HE3aMEHHUMBIE >KUPHBIE
KUCIOTHI (3,5 r/nenp)

WIH
nocie 4| CHIKEHHE  CcOJepKaHUs
MeCSIICB x*upoB g0 25-30% ot
(BBEnECHME B | 0011el KaJIOPUMHOCTH
paruoH <a>; 20-25% xupoB 3a
tBepaoit mumu) |cuer MCT <b>; 3-4%
KUPOB 3a cyer
HE3aMEHHUMBIX  YKHPHBIX
KHCIIOT
(pexomeHnganuu D-A-
CH).
[Totpebnenne LCT
(momumo OCHOBHBIX
KUPHBIX KUCIIOT) JOJKHO
OBITh MaKCUMAaJIbHO
HU3KUM!

<a> Pexomennyemast mosst LCT B panmone 370poBbeIX mutaneHieB coctapisger 40-45% ot oOmeit
KaJIOPUHHOCTH, B PallOHE JeTei mKoibHOTrO Bo3pacTa — 30-35% (pexomenparmu D-A-CH)

<b> Ha npaktuke mnotpebnenne LCT mnpeBblliaeT peKOMEHIOBaHHbIE 3HAYEHUS [0 MPUYHHE
OTPaHUYEHHOTO BHIOOpAa MPOAYKTOB MUTAHMS; KakK MpaBuio, Juiib 15% oT oOlmeld KanopuiHOCTH
obecneunBaerca MCT, a npyrue 15% — LCT (Bxirouas 3-4% He3aMEHUMBIX KUPHBIX KUCIIOT).

[Tpunoxenue 1'12

Muera npu HemoctaTouHocTH VLCAD (KOHCEHCYC 3KCIIepTOB)

Ha 100 m: LCT 0,21 1,
MCT 1,89
WU

Bapuant Bospacr Kupsbt YrieBobl Kanopun
VLCADD
beccumnromu |0-4 mecsies ITonosuna rpyaHoe | be3 cnenuanbHbix | bes
as (u CK, AST MOJIOKO/AeTCKas CMECH, | 100aBOK (TOJIBKO | CHIEIIHAIbHBIX
nu ALT B IOJIOBHHA — CMELHalbHasl CMECh | IPU KIMHUUYECKUX | J00aBOK
npenenax C HU3KHUM COJIEP’)KaHUEM )KMPOB | TOKa3aHUAX) (pexomeHganu
HOPMBI) - Monogen, SHS xkoauuecTBO u D-A-CH)
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rmocie 4 MmecsieB
(BBeneHUE B
palLMoOH TBEPAOU
TIUIIN)

CHmKeHUe CoJIepKaHusl KHPOB
no  30-40%  or  oOumei
KaJIOPUMHOCTH <a>
(pexomenparus D-A-CH);
10-15% »xupos 3a cuer MCT

CuMmrrroMmaTny
Hasd

0-4 mecsues

HcknroueHne rpyiHOro MOJIOKa
WU JETCKUX CMeceH,

100% cnenuanbHast CMECh C
HU3KHM COJICPKAHUEM KUPOB)

- Monogen, SHS

Komnuectso Ha 100 mur: LCT:
0,21,

MCT: 1,89 r + He3aMeHHMBIE
KUPHbIE KUCIIOTHI (3,5 r/1eHp)
GR0

be3 cnemmanbHBIX
J100aBOK
(ToNBKO
KIIMHHYECKUX
MOKa3aHUSAX)

pu

bes
CIICIHATbHBIX
J00aBoK
(pexoMeHanu
u D-A-CH)

nocie 4 MecsIeB
(BBEemeHME B
panmoH TBEPIOM
TIUTIN)

CHIKeHMe colep KaHus KUPOB
no 25-30 (-40)% ot oOmiei
KaJIOPUHHOCTH <a>: 20%
xupoB 3a cuer MCT <b>; 3-4%
KHUPOB 3a CUYCT HE3aMEHUMBIX
JKHUPHBIX KUCIIOT
(pexomenpamuu D-A-CH)

MCT — cpeanenenoueunsie Tpuriurnepunbl; LCT — mmuHHONENnovyeunsie Tpuriauinepuas; D-A-CH
— peKoMeHaIuu o0beIMHEeHUs HyTpUIIMOHUCTOB I 'epmannn/ABctpun/lIBeiinapun.

<a> pexomenaoBanHoe notpednenne LCT mist 310poBbIX MutaneHneB coctaBisier 40-45% ot
o0IIIel KaIOpUIHHOCTH, IS AeTeil mKkoapHoro Bo3pacta — 30-35%, cormacuo pekomenmanusam D-A-CH/

<b> Ha mnpaktuke mnotpebnmenue LCT mnpeBblaeT peKoMEHIOBAaHHBIC 3HAYCHHsI 10 TMPUUUHE
OTPAaHWYEHHOTO BBHIOOpPA MPOAYKTOB IMHTAHMSA; KaK IMpaBWwio, Julib 15% oT oOmiell KajgopuiHOCTH
obecneunBaercs MCT, a npyrue 15% —u3 LCT (Brirouas 3 — 4% He3aMEHUMBIX KHUPHBIX KUCIIOT).

[Tpunoxenue I'13

HcTouHMKHN He3aMEeHHMBbIX JKHPHBIX KHCJIOT

[105]
HcTounuk KonuuaectBo Jnunnonienoyeun | JluHoneBas JluHoneHoBast OHeprus
BI€ KUPBHI (T) KHCJI0Ta (MT) KHCIo0Ta (Mr) (xkam)
JIpHsHOE Macio |1 mi 0,9 114 480 8
Pancosoe 1 M 0,9 183 84 8
MacJio
Macno 1 mn 0,9 476 94 8
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I'pCOKOTo Oopcxa

Cacdnopooe 1 M
(macppanoBoe)
Macilio

0,9 672 0

Kykypysnoe 1 mn
MaciIo

0,9 482 10

Coesoe maciio |1 mx

0,9 459 61

[Tpunoxxenue I'14

CocraB cmeceii 1)1l 1MeTUYECKOT0 MUTAHNUS ¢ OHMKEHHBIM cofepxxkannem LCT

OCHOBHBIE XapaKTEPUCTUKH

Cnenunann3upoBaHHbIE POAYKTHI TUTAHUS

Crnenunann3upoBaHHBIN IPOAYKT
JMETUIECKOTO JICYEOHOTO TTUTAHUS JIIS
JIeTeH C POXKACHUS M B3POCIBIX MTPH
nedeKkTax OKUCICHHS
JUTMHHOIIETIOYEYHBIX KUPHBIX KHCIIOT,
XUJIOTOpAKCe U TMM(AHTHUIKTa3UU —
cyxas cMech "Monogen" ("Monoren")

Cnenuann3upoBaHHbI
1 MIPOJIyKT AETCKOTO
JMETUIECKOTO
7e4eOHOTo MUTAHUS

"JIukBumKEH+" ¥ ¥ ¥ *
("Liquigen+") (100

(100 1) MIT)

DHepreTudeckas eHHOCTh 1859/441 xJIx/xkan
benox 12,8 T

Kupsl 1291
Hacemmennsre KK 1131
MoHOHEHACKIIIIEHHEIE 0,34r
TlonnHeHacwIlIcHHBIE 1,31

JlunoseBas kuciota (LA) 0,87

O - JTunoneHoBas xkucnota (ALA) 0,17r
Jloxo3arekcaenoBas kuciaora (DHA) (0,06 r
ApaxunonoBas kuciora (AA) 0,06

CpenHerernoueyHble  TPUTIULEPHUIBI
(MCT)

10,1 r 84,4% (1/100 T KUPHBIX KUCIOT)

50 M1

JUINHHOLIETIOYEYHbIE TPUTIIMLEPHIBI
(LCT)

2,01 15,6% (r/100 1 KUPHBIX KUCIIOT)

Otnomenne (n-6): (n-3) sxupHbIX |3,87:1
KHCIIOT

VrieBoasl 68,6 T
Caxapa 11,81
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Bona

50 mn

OCMOJIAIIBHOCTD 240 mOcm/kr H20

[Tpunoxxenne I'15

IIpumep pacyera AueTbl y NANMEHTOB ¢ HAPYUICHUSIMH OKHMCJICHUS KUPHBIX KHCJIOT

Mpumep N 1 [OmarHo3: HegoCTaTOYHOCTb AJIMHHOUeno4ye4yHon ruapokcun-KoA

AerngporeHasbl (LCHAD)

Bo3spact 12 nueii (mepuoa mocTaHOBKH JIMAarHO3a)
Macca — 3,2 K.

1.1 CnemmanusupoBanHoe nutanue "Monoren"
1. OTMeHa rpyTHOTO BCKapMJIUBAHUS

2. Ilepexon NOJHOCTBIO HA CHEUUAIU3WPOBAHHYIO CMECh, YYMTBIBAas, YTO B JIAHHOM CMECH
W3HAYAJIBHO IMPABUIIBHOE COOTHOUIEHUE JKUPOB, KOJIUYECTBO CMECH PACCUUTBHIBAETCS TOJBKO MCXOMAA M3

MOTPeOHOCTH B SHEPTUH.
Pacuer nuersr:

A) IlotpeOHOCTb pebeHKa B 3Hepruu B Bo3pacte B 12 anel cocrasinser 113 kkan/kr/cyT.
Pexomennyemast KaJIOpuiHOCTh TUTaHUs B CyTKH — 3,2 X 113 =361,6 kkan
B 100 M ciennanu3zupoBanHoro nutanus "Mouoren" coaepxurcs 74,6 kkad,

74,6 xkxkan — 100 mn
361 kkamg — X

X =361 x 100/74,6 = 484 mu1 criennanTu3upOBAHHOTO NMUTaHUs "MOHOTEH" B CyTKH

b) KonnyectBo kopmiieHuid 8 pa3 B cyTku (MHTEpBajd 3 4Yaca), paccuuMThiBaeM 0OBEM pa30BOi

IIopLUuM:

484 M/ 8 = 60,5 M

BpeMsl Cwmech "Monorer" min. | O6mr. XKupsr MCT ITHXXK KKaJ
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 (T) 10,56 8,64 1,04 358
Bcero % 26,5 21,7 2,61
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NMpumep N 2 [uarHo3: HeAOCTAaTOYHOCTb OYeHb ANIMHHoueno4Ye4yHou auun-KoA

aerngporeHasbl (VLCAD) ¢ paHHen maHudecTaumen

Bo3spact 12 mec.

Macca — 12 kr.

Pacuer nueTsl ncxos U3 NOTPEOHOCTH B SHEPTUU, & TAKKE COOTHOIIEHUS KUPOB:

A) PaccuuthiBaeM noTpeOHOCTh B SHEPTUU:

B Bo3pacre B 12 mec. [lorpeOHOCTS B 9HEprum cocTaBiseT 80 KKa/Kr/cyT

Pekomenyemas kanopuiiHOCTh uTaHus B cyTkd — 12 x 80 = 960 kxain

b) PaccunrtbiBaeM >xuphl:

25%-30% »sHeprum MOJDKHBI obOecneumBaTh KHUphl, w3 HUX 20-25%% MCT, paccunTbiBaeMm

HGO6XOI[I/IMOC KOJIMYECTBO B I'paMMax.

KonunuecTBo obmiero xwupa:

25% ot 960 kxan — 240 kkan/cyt
9 kkan — 1 r xupa

240 — X

X =240/9 =27 r obm1. xupa
Komnuectso MCT:

20% ot 960 kkam — 192 kkan
8,3 kkan — 1 T MCT

192 —x
X=192/8,3=23rMCT

B) MakcuManpHble WHTEpBAIBl MEXIYy KOpMJIEHUsMH 4 dYaca JHEM, 6 4YacoB HOYBIO, YTO

COOTBETCTBYET 6 MpHeMaM MULIH.

KanopuitHocTh pa3oBoro KkopmiieHus mpuMepHo coctasisieT 960 kkan / 6 = 160 kkan
KomnuecTBo 0011ero xupa B pa30BOM KOpMJICHUE IPUMEPHO cocTaBsieT 271/ 6=4,51
Komnuectso MCT B pazoBoM KOpMIJIEHHE PUMEPHO cocTaBisieT 231/ 6 =381
[IpumepHoe MeHto 1y1st pedeHka 12 mec.

[Tpuem MPOAYKT o0beM | Oenk O06m. MCT | ITHXK | yrmeBox | Kkan
AN u Kupsl Bl
5:30 Cnennaymsupona (33,6 (r)(4,3 |4,3 3,6 0,45 23,2 148
HHas CMECH | 6 M.IL
"Mouoren"
Bona 180 mut 0 0 0
Liquigen**** 3 M 0 15 15 0 0 12,5
9:30 Kama kykypy3Hnas |25 1,8 10,3 0 0 21 93,2
(cyxas)
Momnoxko 0,5% 30{200m1 |0,8 |0,15 0 0 15 10,5
mMi + 170 wMn
BOJIBI
Liquigen 8 M 0 4 4 0 0 33,2
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[Trope u3 rpymmm - |50 T 02 |0 5,5 22,8
Macno rpenkoro |1 mMa 0 0,7 0 9
opexa
13:30 Crenmanmmsuposa (33,6 (r)(4,3 |4,3 3,6 0,45 23,2 148
HHas CMeECh | 6 M.II.
"Mouoren"
Boxa 180 M |0 0 0 0 0
Liquigen**** 3 M 0 1,5 1,5 0 12,5
16:30 KapTodelb 100 2,0 |0 0 0 16 72,9
MOPKOBB 30r 0,3 |0 0 0 1,7 8
Kxabauyku 30r 1 0 0 0 0,7 6,8
[BeTtHas kamycta |30 04 |0 0 0 1,3 1,7
dure UHIENKU 30r 58 1[05 0 0 0 27,7
Liquigen 8 M 0 4 4 0 0 33,2
Macno rpemkoro | 1 mi 0 1 0 0,7 0 9
opexa
20:00 TBopor 100 T 16 0,1 0 0 1,8 72,1
00€3:KUPCHHBIN
0,2%
A6mounoe mope | 100 T 0,2 11,3 46
Liquigen**** 8 Mt 0 0 33,2
Macno rpenkoro |1 M 0,7 0 9
opexa
24:00 Cnennaymsupona 33,6 (r)(4,3 |4,3 3,6 0,45 23,2 148
HHas CMeECh | 6 M.IL
"Monoren"
Bona 180 M |0 0 0 0 0 0
Liquigen**** 3 M 0 15 15 0 0 12,5
HUTOT BCEro 41,4 133,45 27,3 3,45 130,5 975,8
Ha  «xr|3,45 [2,78 2,27 0,28 10,8 81,3
Beca
% 16,9 30,8 25,1 3,2 53,4

Mpumep N 3 [marHo3: HeQOCTAaTOYHOCTb O4YE€Hb ANMMHHoueno4veyHon auun-KoA
aerngporeHasbl (VLCAD), 6eccumntomMHas cpopma, peGeHOK HaxoguTCA Ha rpygHOM
BCKapMIIMBaHUMW.

Bospacr 2 mec.
Macca — 4,8 kr.
1. Orpannuenue rpyaHoro Bckapmianbanue 10 50% ot oliero o0bemMa KOpMIIEHUH.
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2. Ilpuem ciennaan3upoBaHHON cMECH C HU3KUM COJiepyKaHueM KupoB "MoHoreH"
KonnyecTBo cMecH pacCUMTHIBACTCS UCXOIS U3 TIOTPEOHOCTH B SHEPTHUH.

[Ipumeuanue.
Hymepanus nyHKTOB JjaHa B COOTBETCTBUHU C O(PULIMATBHBIM TEKCTOM JIOKYMEHTA.

3.1. Crermanu3upoBaHHast cMech "MoHoreH"

Pacuer guersr:

A) INoTpebHOCTh pebeHKa B SHEpruu B Bo3pacTe B 2 Mec. cocrapisier 104 kkan/Kr/cyT.

Pekomennyemas kanopuitHocTh mutaHus B cytku — 4,8 x 104 = 500 xkam: 250 kkanm 3a cuer
CHEMATM3UPOBAHHOTO MUTAHMSI/KKAJ 33 CUET I'PYIHOTO MOJIOKA.

KonuuecTBo xopmitenunii 8 pa3 B cyTku (MHTepBa 3 daca)

b) PaccuutbiBaeM cneruanu3upoBaHHOE MUTAHUE — LIEIb MMOKPBITH SHEPTUto 250 KKau:

74,6 xxan — B 100 M1 ciennanu3upoBaHHoro nutaHus "MoHoreH"
250 — x

X =250x 100/ 74,6 =335 M B CyTKH

[Ipumeuanmue.
Hymeparus noAmyHKTOB JJaHa B COOTBETCTBUHM € O(pUIIMATIBHBIM TEKCTOM JIOKYMEHTA.

b) PaccuntpiBaem rpyaHoe MOJIOKO:
70 xkai — B 100 M1 rpyIHOTO MOJIOKA
250 — X

X =250x 100/ 74,6 =360 Ma B CyTKH

b) KonnyectBo kopmiieHuid 8 pa3 B cyTku (MHTEpBaja 3 4Yaca), paccuMThiBaeM 0OBEM pa30BOi
nopuuu: 484 mi / 8 = 60,5 M

BpeMsl Cmech ['pynHoe O06m. MCT ITHXXK KKaJI
"Monoren" MOJIOKO Kupsl
MII.

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
Bcero (1) 336 360 21,6 6 3,2 502
Bcero % 38 10 5,7
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NMpumep N 4 [uarHo3: HeAOCTAaTOYMHOCTb OYeHb ANIMHHoueno4ye4yHou auun-KoA

aerngporeHasbl (VLCAD), 6eccumntomMHaas cdopma, pebeHOK HaxoAuTCA Ha rpyaHOM
BCKapMIiMBaHuW.

Bospact 6 mec.
Macca — 8 kr

Pacuer JUECTBI UCXOAs U3 HOTpe6HOCTI/I B OHCPI'UH, a TAKIKC COOTHOIICHUA KUPOB:

A) PaccuuthiBaeM noTpeOHOCTh B SHEPTUU:
B Bo3pacre B 6 mec. [loTpeOHOCTD B SHEPTUU COCTABISET 82 KKaJ/KI/CyT

Pexomenryemast KaTOpuiHOCTh IUTAHUS B CyTKU — 8 X 82 = 656 kKai

b) PaccuntsiBaeM kupHI:
35% nsHeprum AODKHBI obOecrieunBaTh Kupbl, U3 HUX 12% MCT, paccuuthiBaeM HeoOXoAauMoe

KOJIMYECTBO B rPaMMax.
KomuuecTBo o0riero xupa:
35% ot 656 xkan — 230 kkan/cyr
9 kkanm — 1 r xupa
230 — X

X =230/9=25,5r obur. xxupa

Komnuectso MCT:
12% ot 656 kkam — 78,2 Kkai
8,3 kkan — 1 T MCT
78,2 — X

X=78,2/83=9,41r MCT

B) MakcumaibHble HHTEPBAIbI MEXKy KOPMIJICHUSIMU 4 yaca THEM, YTO COOTBETCTBYET 6 mpHeMam

ITHIIH.

KanopuitHoCcTh pa30Boro KOpMJIeHUs MPUMEPHO COCTaBisAeT 656 kkan / 6 = 109 kkan

KonnuecTBo 0011ero xupa B pa30BOM KOpMJICHHUE IPUMEPHO cOCTaBisieT 25,51/ 6 =425
Komnuectso MCT B pazoBoM KOpMIJICHHUH IPUMEpHO coctaBisier 9,4/ 6 = 1,57 r
[IpumepHoe MeHIo 11l peOeHKa 6 MecsIIeB

[Tpuem MPOAYKT 00BeM Oenku Oo6mI. MCT ITHXXK | yrneBo | kkan
AN Kupsl Bl
6:00 CnenuanusupoBanHa | 14 r 1,8 1,8 15 0,18 9,6 61,7
s cmech "Monoren" | (2,5 mu)
Bona 75 M 0 0 0 0 0
I'pyanoe momnoxo 70 M 0,7 2,8 0,7 49 49
10:00 Kama  kykypy3nasa |20 T 1,4 0,2 0 16,8 74,6
(cyxan)
I'pynnoe MoJIoKO | 160 M 0,4 1,2 0 0,3 21 21
30mia +130 M1 Bogsl
Liquigen**** 4 M 0 2 2 0 16,6
14:00 CneunanusupoBanHa | 14 r 1,8 1,8 15 0,18 9,6 61,7
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st cmech "Monoren" | (2,5 mu)

Bona 75 mn 0 0 0 0 0 0
I'pynHOE MOTOKO 70 mu 0,7 2,8 0 0,7 4,9 49
18:00 Kama pucoBas|20 T 1,6 0,3 0 0 15 69,1
(cyxasi)
Bonma 150 mn 30r 0 0 0 0 0 0
OpOKKOIH 50r 0,5 0 0 0 2 10
Liquigen 6 MIT 0 3 3 0 0 24,9
22:00 Crrerinanu3upoBanHa | 14 ¢ 1,8 1,8 1,5 0,18 9,6 61,7
st cmech "Monoren" | (2,5 mu)
Bona 75 mn 0 0 0 0 0 0
I'pynHOE MOTIOKO 70 v 0,7 2,8 0 0,7 4,9 49
02:00 Crrennanu3upoBanHa | 14 ¢ 1,8 1,8 1,5 0,18 9,6 61,7
s cmech "Monoren" | (2,5 mu)
Bona 75 M 0 0 0 0 0 0
I'pynHOE MOJIOKO 70 Mo 0,7 2,8 0 0,7 4,9 49
BCETO 13,9 25,1 11 3,8 93,9 659
Ha kr|1,7 3,13 1,37 0,47 11,7
Beca
% 8,4 34,2 13,8 5,2 57

Mpumep 5 [OuarHo3: HeOOCTAaTOYHOCTb AJIMHHOUeno4Ye4yHon rugpokcun-KoA

aerngporeHasbl (LCHAD)

Bo3spacr 4 rona

Macca — 16 kr.

Pacuer nueTsl ucxozs U3 NOTPEeOHOCTH B SHEPTUH, & TAKKE COOTHOIICHUS KUPOB:

A) PaccuuthiBaeM noTpeOHOCTh B SHEPTUU:

B Bo3pacte 4 net noTpeOHOCTh B 3HEPTUU cocTaBisieT 79,7 Kkal/Kr/cyT

Pexomennyemas KallopuiHOCTh IUTaHUs B CYTKU — 16 x 79,7 = 1275 kkan

b) PaccunteiBaeM KuphI:

25%-30% »sHepruu noJDKHBI oOecneunBarh kupbl, U3 HuUX 20%-25% MCT, paccuuTbiBaem

H606XOI[I/IMOC KOJIMYCCTBO B I'paMMax.

KonunuaectBo obmiero xwupa:

30% ot 1275 xkan — 382,5 kkan/cyt
9 kkan — 1 r xupa

382,5-x

X =382,5/9=42,5r o6 xupa
Koanuectso MCT:
25% ot 1275 kkan — 318,7 kkan

8,3 kkan — 1 T MCT
318,7 — X
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X=318,7/8,3=38r MCT

B) MaxkcumanbHble MHTEpPBaJIbl MEXIy KOpMIIEHHAMM 4 uaca jnHeM, 10 10 yacoB HOYBIO, 4YTO
COOTBETCTBYET 5 NMpHUeMaM IHILIH.
KanopuifHOCTh pa30BOro KOpMIICHHS IPUMEPHO cocTaBisieT 1275 kkam / 5 = 255 kkan
KonmdecTBo o01mero xupa B pa30BOM KOPMJICHUHU PUMEPHO COCTaBsieT 351/ 5=7T1

Komuectso MCT B pa3oBOM KOpMJIEHHH PUMEPHO cocTaBisieT 30r/5=6T

[Tpuem MPOJIYKT 00beM Oenku O6m. | MCT | IIH |yrmeBom| Kxkau
OUILIA Kupsl KK Bl

7:00 Kamma kykypy3Has 35r 2,5 0,3 0 0 29,4 130
Monoxko 0,5% 50 mut|250 mn 1,4 0,25 0 0 2,5 17,9
+ 200 M1 BOOBI
Liquigen**** 12 mnt 6 6 0 0 50
OpyKTHI (Tpy1a) 100 r 0,4 0 0 0 11 47,4
MeJT 10T 0 0 0 8,2 32,8
Macno rperkoro | 1 M 1 0 0,7 1|0 9
opexa

11:00 KapTodelb 150 r 3 0 0 0 24 109
OpOKKOIH 30r 1 0 0 0 0,8 7,2
[[BeTHas kamycTa 30r 0,8 0 0 0 0,7 6
MOPKOBb 30r 0,3 0 0 0 1,7 8
Wnneiika  (Bapenas) |50 T 9,6 0,6 0 0 0,2 44.6
rpyjaka
Macmno rperkoro | 1 mu 0 1 0 0,7 |0 9
opexa
Liquigen**** 14 mn 0 0 0 66,4

15:00 TBopor 180 28 0,4 0 3,2 127,6
obe3xupennsiit 0,2%
Oanal 50r 0,6 0 0 10 43,3
rpyia 50r 0,2 0 0 0 5,5 23,7
Liquigen**** 14 mn 0 8 8 0 0 66,4
Macno rpeuxoro | 1 mn 0 1 0 0,7 |0 9
opexa

19:00 KapTogensb 200 4 0 0 32 145,8
Tomat 50 0,5 0 0 1,3 7,2
orypell 50 0,3 0 0 0,9 4.8
dune nnaeiiku 30r 5,8 0,4 0 0 0,1 27,2
Liquigen**** 14 mn 0 8 0 0 66,4
Macno rpeukoro | 1 mn 0 0 0,7 |0 9
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opexa
22:30 Kama pucosas 35r 2,8 0,4 28 126,8
Moaoko 0,5% 50 mu|250 mn 1,4 0,25 2,5 17,9
+ 200 M1 BOOBI
TBIKBA 50r 0,5 0 0 0 2,3 12,1
Me 10T 0 0 0 8,2 32,8
Liquigen**** 14 mn 0 8 8 0 0 66,4
UTOT BCETO 63,1 43,6 38 28 |172,2 1324
Ha xr Beca | 3,9 2,7 2,37 0,17 |10,7 79,1
% 19 296 |24 19 |52

IIpunoxenne I'16

Yacrora npoBeeHnst 00CAeA0BAHNSA Y NANMEHTOB ¢ HAPYIICHUSIMH OKHCJICHUSA
JKMPHBIX KHCJIOT

UccnenoBanmus ITpu Kaxnsie 3 Kaxxnpie 6 Kaxxnprit ITo
MOCTAHOBKE Mec Mec rojn MOKAa3aHUsIM
JIar’Ho3a
JlaGopaTopHbI€ UCCIIETIOBAHMS
Omnpenenenue X Kakaple 1-|kaxnaple 3-6|kaxaple 6-|B  mepuony wu
AlWJIKAPHUTUHOB B KPOBU 2 Mecdla | MecsIeB y| 12 wmecsues | npu
ManyeHTaM |JeTen MalUeHTaM | [MOJI03PEHUN Ha
JIo roJa miazme 6 et |crapme 6| MeTaboaudeck
JeT Ui KpU3
Ompenenenue coaepskanus | X
OpPraHWYECKUX  KHCIOT B
Mo4e
MounekynsipHo- X
FEHETUYECKOE HCCIIEI0BaHNE
OO6muit (xmuHMYeckuit) | X X X
aHaJIu3 KPOBU Pa3BEPHYTHIN
Ananus KpoBH | X X B nepuon wm
OMOXMMUYECKHUI npu
oOmieTepaneBTUIECKHIA MOI0O3PEHUH Ha
MeTa00INUECK
U KpU3
Ananus KHCJIOTHO- B nepuon wu
IIEIIOYHOTO COCTOSIHUS npu
KpOBH (MccnenoBanue MOJIO3PEHUH Ha
ypoBHsI Oy(epHBIX BelecTB MeTaboIIecK
B KpoBH, MccnenoBanue WU KpU3
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YPOBHSI BOJIOPOJHBIX HOHOB

(pH) xpoBu), TJIIOKO3BI,

3IEKTPOJIUTOB (kamui,

HATpHI, KaJIbIIUH

HMOHU3UPOBAHHBIHN, XJIOP)

OOmwmii (xnmuHMYeckuit) | X X X X

aHaJM3 MOYH, OIIpe/eIeHue

KETOHOBBIX TeI

NT-proBNP X

HNHCcTpyMeHTabHBIE HCCIIeIOBAHNUS

DneKkTpoKaparuorpaMmma X X

Oxokapauorpadus X X

VY31 oprasoB OpromiHoi | X X X (pm

IOJIOCTH; 00BEM CEJIE3EHKH, HATUYUH

neuenn; Y3U mouek aToJIOTUU
qarie)

Ocmotp  rnmazHoro  jaHa|X X X (pm

(odTanmpMocKOTIHS) HaAJIMYUH
MaTOJIOTHH
Jarie)

OnekrposHIedasorpapus X X (pm

(B30 HaJTUIUHU
AIMJIETITUYECKH
X  TPHUCTYIOB
Jarie)

KoHncynpTanuu crnennaaicToB

Koncynpramus Bpaya- | X X

reHeTHKa

Koncynpramus Bpaya- | X X

neauarpa/TepaneBTa

Koncynpranus Bpaya- | X X

HEeBpoJIoTa

Koncynbranms Bpaua- | X

JMEToJIora

Koncynbramus Bpaya- X

racTpo’HTEpOJIora

KoHncynpranus Bpaua- | X X

odTanpMoIora

KoHncynpranus Bpaua- | X X

KapAHoJora, Bpaya-

JETCKOTO Kap/Hojora

Koncynbramms Bpaya- X

Hedpoora
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Koncynpranus
SHIOKPHUHOJIOTA

Bpaua-

Koncynpranus/koncyapranu | X

1 MCIUIMHCKOT'O IICHUXO0JIoTa

Koncynbramus
¢u3noTepanesTa u Bpaya 1o
nedeOHON PU3KYIBTYpe

Bpaua-

IIpumep "IKcTpeHHOH NAMATKHA"'

DKCTpEeHHAas maMsATKa

[Tpunoxenune ['17

Buumanue! [lanueHT yrposkaem HO pa3BUTHIO OCTPOTO METAa0OJIMYECKOro KpH3a, CBS3aHHOTO C
HACJIEICTBEHHBIM 3a00JIEBaHHEM.

1. IToka3aHus K rOCOATAIA3AIAN:

- MHOT'OKpaTHas pBOTa, 1uapes;

- TUTIOTJINKEMUS;

- UHTEPKYPPEHTHbIE HH(EKINH C BHICOKOW JTMXOPAIKOIH;

- 00e3BOKHBAHUE;
- BBIpa)KE€HHas C1a00CTh UM Ype3MEepHasi COHINBOCTD;
- MbIIIeYHbIe 60JH, c1a00CTh WIIM KPACHOBATO-KOPUYHEBBIN I[BET MOYH
2. Ilman neicTBUA:
2.1. Cyrounas kanopuiiHocTh nutanus 110-120% ot 06b14HOTO panvoHa.
2.2. Ilpn HaxoxkaeHUH peOeHKa J0Ma, YBEIUYHUTh NOTPEOJCHHE YIIIEBOJOB Ui BOCIOJHEHUS
KaJIOpUUHOCTHU 3a CYET PAacTBOPA JAEKCTPO3bl MM MaJIbTOJACKCTPUHA (IIPU UX OTCYTCTBUU — CIAIKUN 4ai,
COK, KOMIIOT)
CooTBeTcTBHE MEXKIY BO3PACTOM peOeHKa U 10301 AEKCTPO3bl AJIsl SHTEPAIbHOTO MPUMEHEHUS TIPU
MOI03PEHUH Ha METabOIMYECKUIN KPH3.

BO3pAacCT P-p nexcrpo3sl (%) Joza mi/kr/a | Jlo3a Mi/Kr/cyT | DHeprusi KKaj/Kr/cyT
0-6 mec. 15 7,7 183 110
6-12 mec. 15 7,0 168 100
1-3r. 20 4,5 110 90
3-6 1. 25 3,3 80 80
6-12 1. 25 2,6 65 65
Wnn 6-12 1. 30 2,25 54 65
12-15 net 30 1,8 42 50
> 15 ner 30 1,6 38 45

2.3. Ilpu rocnuTanu3anuy B cTaliioHap, HauaTh HEMPepbIBHYIO HHPY3uto p-poM 10% aekcTposbr**
W3 pacyera: HOBOPOXKJIEHHBIE U JeTH 10 3-x yer 10-12 mr/kr/mun, ot 3 mo 10 mer 8-10 mr/kr/muH,
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crapiie 10 nmet 5-8 Mr/kr/mMuH

2.4. KoHTpOJIb aHAJIN30B:

- KIIC, >neKTpoauThl, aMMOHUI

- Ananu3 kposu ouoxummueckuii oomerepaneBrudeckuii (KOK, AJIT, ACT, rimtoko3a, Ounupyous
o0m1. mpsiMoid, moueBuHa, kpeatnnud, [ TT, LD, oOmwuii Oenok, ambOyMrH) CIIEKTpP AIMJIKAPHUTHHOB —
CIIEKTP aMHUHOKHUCJIOT U allUJIKAPHUTUHOB METOJIOM TaHIAEMHON Macc-CIIEKTPOMETP

3. Benenue nanuenTta nociae HEOTIOKHOW CUTYaI[UU:

- Ilpyu HEBO3MOXHOCTU OCYILECTBIATh, NOJIEPKUBATH NEPOPAILHOE KOPMJIEHHME, YCTaHOBUTH
Ha30TracTpaJIbHbIN 30H]1

- IIponomkuTte HHQY3UIO pacTBOpPaMU AEKCTPO3bI 10 CTAOMIM3ALUU COCTOSHUS, MOJI KOHTPOJIEM
rimoko3sl kpoBu 1 KIIC

4. TIpoTBONOKAa3aHO:

- BHyTpuBeHHOE BBe/IeHUE )KUPOBBIX PAaCTBOPOB

- BuyrpuBenHoe BBeneHue kapHuTruHa 3a uckiouenneM OCTN2 kapHuTHHA

- l'ononanue npu ot™MeHe B/B nHDy3Uil

[Tpunoxenne '18

IlepeyeHb OCHOBHBIX JIA00PATOPHBIX HCCJIAEAOBAHUI, KOTOPbIE MOIYT IOMOYb B
OKa3aHUM MEJIUIUHCKOI MOMOIIM NPHU COCTOSTHMH OCTPOIl MeTA0 0/ IN4eCKOi
AEKOMIIeHCAlUHN

N /o

JlaGopaTopHbIii TECT

KommMmenrapuit

1 Uccnemosanne  xuciaoTHO-IIEIOYHOTO | OllEHKa CTEIIEHN alliao3a
COCTOSIHUSI KPOBH
2 N3mepenue ypoBHs I1I0KO3bI B KpoBU | OlLieHKA CTENEHU TUIIOTIIMKEMUU
N3mepenne KOK B kpoBu OrneHka cTerneHu paboMHoIIr3a
4 Omnpenenenve ypoBHS  MEUEHOYHBIX | 3a00JIeBaHUS TMEYEHH MOXKHO YBHUAETH Yy
(dhepMeHTOB U (PYHKIIMOHAJILHBIC TTPOOBI | MAIIMEHTOB €  TSOKEJIOM  MeTaboJIMYecKOon
(ampOymMuH, OMITHPYOUH) JIEKOMITCHCAINEH
5 N3mepenue ypoBHS MOJIOUHOM KUCIOTHI | MOKET OBITH MOBBIIIEH TPH TUIIOBOJIEMHUH
B KpOBU
6 Omnpenenenre ypoBHS allMIKapHUTHHOB | MOKET MCMOJIB30BaThCS ISl OLIEHKHU CTETIEHU
B KpOBU TSOKECTH 3a00JIeBaHU
7 Omnpenenenue ypoBHs cBoOoaHoro u|Jlys ompeneneHust JO3UPOBKUA KapHUTHHA
o0111ero0 KapHUTHHA
8 OKI" u Ox0-KT" W3mepsitor mnpu  HapylleHUM MeTabosm3Ma
LCFA u KxapHUTMHAa TIpd 3HAYUTENBHO
MOBBILLIEHHOM K®K u IIpU3HAKaxX
KapJAUOMHUOTIATUH
9 Nudexkumnonnoe obcnenoBanue (OAK, | 1yis BRIACHEHUS 3THOJIOTUH

aHaJIM3 MOYH M T.]I.)

<*> Tlpu otmpaBKe 1a0OPAaTOPHBIX AaHAJIM30B HEOOXOAWMO PYKOBOJICTBOBATHCSA KIMHHUYECKOI
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KapTUHOM MalueHTa. DTO HE UCUEPNBIBAIOIINN CIUCOK, U HEKOTOPHIE U3 NEPEUUCIICHHBIX 3[1€Ch TECTOB
MOTI'YT HE yKa3bIBa€TCH.

MHO — mexayHapoaHoe HopMannzoBaHHoe oTHoenne, KK-MB — MB-dpakius KpeaTnHKHHA3bI,
MHII — mo3roBoii HaTpuitypeTndeckuii nentus; Ixo-KI' — Dxokapauorpadus; OAK — obmuii ananus
KpOBU;

[Tpunoxenune '19

PacumdpoBka npumedanui
.. ** — mpemnapar BXOJIUT B IEpPEUEHb >KU3HEHHO HEOOXOJMMBIX M Ba)KHEWIIMX JIEKAPCTBEHHBIX
npenapatoB (Pacnopsixenue [IpaButensctBa PO ot 12.10.2019 N 2406-p "O06 yTBepkKIeHUN TEPEUHS
KU3HEHHO HEOOXOJMMBIX M Ba)KHEHIIMX JIEKapCTBEHHbIX NpemnaparoB Ha 2020 roj, a Takxke mnepedHen
JIEKapCTBEHHBIX IMpernapaToB JUIsl MEIUIIMHCKOrO MPUMEHEHHS W MHUHHUMAaJIbHOTO acCCOPTHUMEHTa
JIEKapCTBEHHBIX IIPErapaToB, HEOOXOAMMBIX JJs OKa3aHUs MeAUIMHCKOW momoiuu", Pacnopsbkenue
[TpaBurensctBa PO ot 23 HOs16pst 2020 . N 3073-p

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIIMU JICKAPCTBEHHOTO CpPEICTBA
MOKa3aHUN OCYIIECTBIISETCS 10 PEIICHUIO BpauyeOHOW KOMUCCHH, C pa3pemmeHns JIOKaTbHOTO STHYECKOTO
KOMHUTETa MEUIIMHCKON oprann3auuu (Mpu HAJIWYUH), C YCIOBHEM MOANMMCAHHOTO MHPOPMUPOBAHHOTO
corjacus poauTeselt (3aKOHHOTO MpeICTaBUTENs ) M MallMeHTa B Bo3pacTte crapiie 15 jer;

LFER S cnenuanu3upoBaHHBIA  MIPOAYKT JIeYeOHOTO MUTAHUS, BKIIOYEHHBIH B IEpedYeHb
CMELUAIN3UPOBAHHBIX TPOAYKTOB Je4yeOHOro MNMTaHUs i Jered-uHBamunoB (Pacnopsbkenue
[IpaBurensctBa P® ot 7 nexabps 2020 r. N 3242-p OO0 yTBep)KJICHHH TIEPEUHS CHEIMaTU3UPOBAHHBIX
MIPOJAYKTOB JIEYCOHOTO MUTAHMS IS AeTe-uHBaIuA0B Ha 2021 1.)

Hogebie, uznannbie B 2020-2022 1. 11 opurmanbHo yrBepKAEHHBIE MuH3IpaBoM PO,
KJIMHUYECKHE PEKOMEHIalluu (PyKOBOJICTBA, POTOKOJIBI JICYEHHSI) — HA HAILIEM CaiTe.
HuTepHeT-ceplka:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To TaHHBIN JOKYMEHT ObLIT paHee pacreuaTaH, JaHHoe u3oopaxenne QR-koma
ITOMOJKET BaM OBICTPO MEPEHTH IO CCHUTKE ¢ OYMaXKHOHM KOTTMU — B HEM HAXOJIUTCS dTa CChLIKA.
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