LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

HepocTtaTouyHOCTb MUTOXOHAPUanbHOM aueToaueTun-KoA-
Tuonasbl (aepuumT 6eTa-keToTmonasbl, AeduumT T2)

KnuHnyeckune pekoMmeHdaumn MuHsapasa Poccuu - B3pocnble, AeTh - pefakuma 2024 ., ctatyc «[puMensaeTca» Ha 04.11.2026 - MKB-10:
E711 - Coto3 negmatpos Poccun, Accoumaums MeanLMHCKUX FreHETUKOB

HepnocTatouHOCTb MUTOXOHAPWAaNbHOM aLeToaLeTun-KoA-Trnonasbl — peakoe ayTOCOMHO-PeLLECCUBHOE
HapyLleHne obMeHa U30M1enLmHa U KETOHOBbIX TeNn n3-3a Aedexrta ACATI. MNpakTU4ecku rnaBHoe — pacro3HaTb
KeToaumaooTUYECKUM Kpn3, MOATBEPAUTL ANArHo3 Mo OPraHNYeCcKnM KMCNoTam MOoYM, aumnkapHUTUHaAM KPOBU U
ACAT1, a 3aTeM npodunaktTnyeckm n3beratb ronofaHuns 1 66ICTPO NOAaBNATb KETOreHe3 Npu AeKOMMeHcaLmu.

naBHoOe

+ [InarHo3 6UOXMMMYECKN MOAAEPXKMBAIOT: B MOYE MOBbILLEHbI 2-MeTUM-3-rnaPOKCUBYTUPAT, TUrIUNMTULMH U 2-
MeTWUnaLeToaLEeTaT; B KPOBM MOBbILLEHbI aLMNKapHUTUHLI C5OH 1 C5:1.

» MaHndecTaLma BO3MOXHa OT 2 AHen [0 8 neT; y 80% naLneHTOB — B NepBble 2 roAa XU3HW, HeOHaTanbHoe Havano
penkoe 1 He npesbllwaeT 3,5%.

* TUNWYHBIN KPU3: TAXENbI MeTabonnyeckunit aumaos ¢ pH <7,0, keTo3, HapyLIeHNe CO3HaHWA BMNOTb 0 KOMb;
MPOBOLLMPYIOT FON0AaHMe, MHPEKLIMK, TMXOpafKa, OCTPble 3a60NeBaHNA U BakLMHALLNS.

« [T1I0KO3a Npu KpM3e Henpeackasyema: onncaH amanasoH 0,6-23,3 MMOrb/N; FtUNornnkeMmns BCTpevaeTcs peako, Ho
BO3MOXHa.

» HopmManbHble C50H n C5:1 He uckntoyatoT HMAT: onmcaHbl MoXHOOTpULLaTE NbHbIE pe3ynbTaTbl CKPUHWUHIA U KPK3 C
HOpPManbHbIMW YPOBHSAMM 3TUX MAPKEPOB.

 KeToreHHas aneTta npoTMBOMNoKa3aHa; 6a3oBasi Tepanus — orpaHnueHne 6enka 0,5-1r/kr/cyT 1 X1poB, n3beraHune
anutenbHoro ronopanHua. YYP C, YOO 4.

OunarHocTuka

1. 3anono3punte HMAT y pebeHka ¢ AebioToM OT 2 AiHen A0 8 NneT, anM3o04amMu BAMNOCTH, PBOTbI, HAPYLLEHUN
BCKapMMBaHWA, YrHETEHWUS CO3HaHWS, CyO0POr, AbIXaTeNbHbIX HAaPYLWEHWH, 3aAePXKN UK yTpaThl
NMCUXOMOTOPHbIX HABbIKOB; YUUTLIBATL CUHCOB C MOXOXNUMU CUMATOMAaMM M 67IM3KOPOACTBEHHbIN BpaK.

2.Tpn 0OCMOTpPE MCKaTb MbILLEYHYIO TMMOTOHMIO, OTCTaBaHWE NCUXOMOTOPHOMO Pa3BUTUS, renaToMeranmio n
CYOOPOXHbIE MPUCTYMbI.

3. BbIMONHWTB KOMMNEKCHOE OnpeaeneHne opraHuiyecknx KUCrnoT Mouun: npu HMAT noBbiLLeHb! TUrAMArULKMH, 2M3IB
N 2-MeTunaLeToaLeTaT Kak BO BpeMs KpU30B, Tak 1 Mexady Humun. YYP C, YOO 5.

4. OnpenennTb aMUHOKMCNOTbI U aUMIKAPHUTUHDBI KPOBY METOLOM TaHAEMHOW MacC-CNeKTPOMETPUU: XapaKTEePHbI
BbicOKkMe C5:11 C50H, nHorpa cHmuxeH ceobodHbIv kKapHUTuH. YYP C, YOO 5.

5. Mpr Noao3peHnn Ha Kpu3 NpoBepuTb PH KPpoBUY, ByPepHble OCHOBaHWA M KETOHOBLIE TeNa B MoYe; nabopaTopHble
npeaBeCTHUKW — COBUIM K METaboNMyeckoMy aumnao3sy ¢ 4eduLMTOM OCHOBaHWI, a Npu KpU3e KOHLeHTpaLms
KEeTOHOBbIX TeN B KPOBW NpeBbiwaeT 7 Mmons/n. YYP C, YO 5.

6. JononHuTenbHO Npu KuHuke HMAT n/unu aumaose onpefennTb MIKO3Y, aMMUaK U NnakTaT; BO3MOXHbI
yMepeHHas rmnepaMmMOHUEMUS, TMNOrInKeMns < 2,5 MMonb/n unu runepravkemus >7,8 mvons/n. YYP B, YOO 3.

7.TloATBEPANTL AMArHO3 MONEKYNAPHO-reHEeTUYECKU: MCCnenoBaTb MyTaLmMmn B ACATTY NaUMEHTOB C TUMUYHbIMU
BnoxmMmnueckmummn nameHenmamn. YYP C, YO 5.

INeueHue
« [TocTOAHHAsA TakTUKa — I'IpOQ)W'IaKTMKa MeTabonnyeckowm aekoMneHcauunn, CHUXeHmne O6pa3OBaHMFI TOKCUYHbIX
OpFaHVILIeCKI/IX KMUCNOT M 3allnTa MO3ra un BHyTpeHHMX OpFaHOB I'Ipl/l COXpaHeHl/II/l pOCTa n pa3BVITVI9| pe6eHKa.

» HasHaunTb aneToTepanuio: 6enok 0,5-1r/Kr/cyT, orpaHnyYeHme X1poB, 3anpeT AUTENbHOMO roNoAaHNS;
KeToreHHasi aveTa npoTmBonokasaHa. YYP C, YOO 4.

« [pw nuxopanke 1/vnv peoTe YBENMUYUTL MOCTYMNMEHNE YrNeBOLAOB; MPW NOBbILLIEHUM KETOHOBbIX Te/ B MOYe
NPOBOAUTb MHDY3MM OEKCTPO3bl Ana npodbunakTnkm kpusa. YYP C, YOO 4.
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+ JTeBOKapHUTUH Ha3HauaTb Npu AeduumTe CBO6OAHOI0 KapHUTUHa: cTapToBas fo3a 50-200 mr/kri/cyT ¢
JanbHenLen KoppekLumen no ypoBHIO CBO60AHOr O kapHuTuHa. YYP C, YO 4.

« MNpwv yrpose nnm passuTnm METAOONNYECKOr O KPU3a NeYeHne HaunHaTb HeMeAIEHHO: KOPPEKLMS aLmMao3a u
BOZHO-3MEKTPONMUTHBIX HAPYLLEHWIN NKOC aHEepreTuyeckas nogaepxka.

+ Bo Bpems kpr3a BHYTPVYBEHHO BBOAUTbL AEKCTPO3Y AaXe NPU HOPMarbHOM MMKeMmUK, MOAAEPXMBAs MIIOKO3Y Ha
BEPXHEW rpaHuLLe HOPMbI ANst NOJaBNEHNS KETOreHesa.

« Ecnn pH <7, BBoOWTb HaTpua rugpokapboHaT 6010coM 1 MMOnb/Kr 3a 10 MUHYT, 3aTeM NepenTy Ha HEMpPepbIBHYIO

MHOY3MI0; KOHTponMpoBaTh KOC v anekTponuThl U3-3a pyUcka runepHaTpUeMnm 1 runokanmemMum.

« MNpv HEBPOMOrMYECKMX MPOSBNEHNSX — HAabMIOAEHME HEBPONOra U CUMMTOMaTUYECKas Tepanust; OCMOTP
Hesporora He pexe 1pasa B 6 mecdues. YYP C, YO 3.

Korpa HanpaBuTb U Kak HabnoaaTb
« [pn yrpose nnu pa3suTUK METABONNYECKOI O KPM3a HYyXXHa 3KCTPEHHAs roCnNnTanu3aumns Ana UHTEHCUBHOM
Tepanmmun I'IpOCDVU'IaKTVIKl/I XN3HEYrpoXakowmx OCIOXHEHWN.

+ Kp13 neuat B OTAENEHUM pEAHUMALLUM M MHTEHCUBHOW TEPANuM C y4acTMEM aHECTE3MONora-peaHnMaTornora w,
Npv HEOBXOAMMOCTH, HEBPOSIOra, HedPOonora, racTPOIHTEPONora 1 APYrvX CNELMancToB.

+ MnaHoBas rocNUTan13aLms NokasaHa, eCnv aMarHOCTUKa 1Ny nedeHve TpebytoT ANUTeNbHOro AHEBHOMO/
KpPYrnoCyTOUYHOrO HabMoAeHNS U MOHUTOPUWHIa KITMHUKO-NabopaTopHbIX MoKa3aTenem.

. SKCTpeHHaﬂ rocnmntTann3aumnd nokadaHa I'Ipl/l OCprIX COCTOAHUAX C prO30l7I XUN3HU 1NN pVICKOM OCI‘IO)KHeHVIVI,
KOr[a Hy>XHbl HEOTNTOXHOE NIeYeHNE, MHTEHCUBHAsA Tepanus, KpyrnocyTouHoe HabnioaeHve 1 cneumarnbHble
obcnenoBaHua.

« ExXxerofHo naumneHT ¢ yctaHoBneHHon HMAT fomKeH NpoXoanTb YriybreHHYIo AncnaHcepu3aLmio; BefeHne
MYNbTUANCLIMNIMHAPHOE, C y4aCTUEM MreHeTMKa, HEBPOOra, KapAnoora, raCTpO3HTEPOora, oPpTansMonora,
neanartpal/TepanesTa v APYrux CneunanmcToB Mo NOKa3aHUSaM.

YacTble Bonpochl
Kakne MeTabonuTbl Hanbonee xapakTepHbl Ans aedpuumTta 6eTa-keToTnonasbl?

B Moue — 2-MeTun-3-rugpokcmoyTupaT, TUrnArnnUmMH 1 2-MeTunauetoareTaT; B kposn — C50H 1 C5:1. 3Tn
nokasaTenu BXOAST B KpUTEepUn YCTaHOBMNEHWUS AnarHo3a.

UcknouaeT N HopManbHbIM HeOHaTanbHbIN CKPUHUHT HMAT?

HeT. HopmanbHble C50H 1 C5:1 He nckntoyatoT 3aboneBaHue: onmcaHbl NOXHOOTPULLATENbHbIE CKPUHWHIU U KPU3 Mpu

HOpPManbHOM YPOBHE 3TUX aLMNKapHUTUHOB.

YeM 06bI4YHO NPOBOLIMPYETCA KeToaunaoTMyeckni kpus npu HMAT?

YacTble TpUrrepbl — ronodaHune, ocTpble 3abonesaHus, raCTpoO3HTEPUT, pecrpaTopHble MHQEKLLMKW, Txopanka,
NHPEKLMA 1 BakUMHaUmMS. Mexay ann3ofamu naumeHTs 06bl4HO 6€CCUMMTOMHBI.

Kakoi ypoBeHb KETOHOBbIX TeN XapakKTepeH Ansa Kpu3a?

B nepuroa keToaumaoTUHeCcKmX KpU30B KOHLLEHTPALLMA KETOHOBBIX TEN B KPOBK Y naueHTos ¢ HMAT npesbiwaeT 7
MMOnb/N. OQHOBPEMEHHO OLLeHNBaIOT pH 1 6ydepHble OCHOBaHUA.

Korpa npwv kpuse BBOAMUTb 6UKap6oHaT HaTpua?

Mpv pH <7, BBOAAT HaTpWs rnapokapboHaT 1 MMOMb/KI 6010COM B TedeHWe 10 MUHYT, 3aTeM NpoaonXatoT

HeNpPepbIBHYI MHPY3MIO. HyXeH KOHTPob KOC 1 3nekTponuToB Ans NpodunakTUki rmnepHaTpruemMmm u
runokanueMmm.

Bbxumka coenaHa no TEKCTY peKOMeHOaLlnn N He 3aMeHAET ero. MonHbIN OCDI/ILLMaﬂbeIl;I TEKCT, KalnbKynATOPbI A COKpaLLLéHHaﬂ Bepcua:

https://iukonaceyeHoBa.pd/cr/789-nedostatochnost-mitohondrialnoj-acetoacetil-koa-tiolazy-deficit-beta. OdurLmanbHbI CTOUHNMK:
https://cr.minzdrav.gov.ru/preview-cr/789_1
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