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OueHKa ypoBHS nakTtata / MONOYHOM KMCNOTbl KPOBM NMEAMaTpPOM MOPOit Bbi3biBaeT 3aTpyAHeHMa. JlakTaT — 3TO NMpoayKT
KJIeTOYHOro MeTaboiM3Ma MHOKO3bl, KMPHbLIX KMCIOT, HEKOTOPbIX 3aMEHMMbIX aMUHOKMUCIOT. HopMa naktaTta B KpOBM He
onpepeneHa MeXAyHapoAHbIMUY CTaHAAPTaMU, MO3TOMY 3aBMCUT OT METOAMKM U PEAKTUBOB, MPUMEHSAEMbIX B aBopaTopuu.
YpoBeHb NakTaTa B KPOBM — pe3ynbTaT pPaBHOBECMS MeXAy mpoueccamu ero o6pasoBaHus M yTuausauuun. Beaywmmu
MPUYMHAMM MOBLILEHMS NAKTAaTa KPOBM ABNAOTCA aHAa3poOHas MblleyHas akTMBHOCTb (TAXeEsble YNpakKHeHus, npu-
CTynbl cypopor), 3a60NeBaHUs Nerkux u cepaua (AbixaTenbHas HeAOCTaTOYHOCTb, HELOCTATOYHOCTb KPOBOOGPALLEHUS),
HapylweHue QYHKLMM MEeYEHU U MOYEK, CaxapHblil AnabeT, Cencuc, WOoKKU, HEKOTOPbIE TAXENbIE OTKIOHEHUS B COCTOSAHMU
HOBOPOX/AEHHbIX AETEN, MUTOXOHAPUA/bHbIE BONE3HM, IEKAPCTBEHHbIE NpenapaThl, TMNOBMTaMUHO3bl. He ucuepnaHbl Kak
[MarHoCTMYECKMe, TaK U NPOrHOCTUYECKME BO3MOXKHOCTU MHTEPNPETALMM YPOBHS NakTaTa KpoBu. JlakTaT-aunaos — onac-
HOE OC/IOKHEHME TMNEPNAKTATEMUM, BbI3BAHHOE HEKOTOPLIMU MATONOTMYECKMMU COCTOSHUAMM (3a60NEBAHUAMU UK CUH-
LpOMaMu), KOTOPOE MOXET 3aKOHUMTbCS CMEpTENbHbIM MCXOLOM. BbisiBieHMe MpUUMHbLI NakTaT-auuao3a npeAcTaBseTcs
pewawwmM GakTopoM AN Bbibopa cTpaTernn nedeHusa. JlaktataumaotTMyeckas KoMa — peakoe, HO BO3MOXHOE OC/0X-
HeHue caxapHoro auabeta, Tpebylollee UHTEHCMBHOMO KOMMIEKCHOMO JIEYEHUS B OTAENEHMAX MHTEHCMBHOM Tepanuu.
MeamaTp LONXKEH YMETb OLEHUTb YPOBEHb NlaKTaTa B KPOBM, MPOaHaAM3MPOBaTh BO3MOXKHbIE MPUUMHbI TUMNEpNaKTaTeEMuUH,
3HaTb anropuT™M AENCTBMI NPW PasBUTMM NakTaT-auMaos3a.

KntoueBble cnoBa: nakTar; nakTart-auMao3; NakTaTauuMaoTMyeckas Koma; MUTOXOHAPUA/IbHbIE 60/1€3HM; ANATHOCTMKA; IeYEHME.
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Assessment of blood lactate / lactic acid levels by a General pediatrician is sometimes difficult. Lactate is a pro-
duct of cellular metabolism of glucose, fatty acids, and some interchangeable amino acids. The norm of lactate in
the blood is not defined by international standards, so it depends on the methodology and reagents used in the
laboratory. The level of lactate in the blood is the result of an equilibrium between the processes of its formation
and utilization. The leading causes of increased blood lactate are anaerobic muscle activity (heavy exercise, sei-
zures), impaired liver and kidney function, lung and heart diseases (respiratory failure, circulatory failure), diabetes,
sepsis, regional tissue circulatory disorders (burns and injuries), shocks, some severe abnormalities in the condition
of newborns, mitochondrial diseases, and medications. Lactatacidosis is a rare dangerous complication caused by
certain pathological conditions (diseases or syndromes), which can end in death. Identification of the cause of lactic
acidosis and differential diagnosis of its type is a crucial factor for choosing a treatment strategy. Lactatacidotic
coma in diabetes mellitus is a rare, but possible complication, that requires intensive complex treatment in intensive
care units. The pediatrician should be able to assess the level of lactate in the blood, analyze the possible causes
of hyperlactatemia, and know the algorithm of actions in the development of lactate acidosis.

Keywords: lactate; lactic acidosis; lactic acidotic coma; mitochondrial diseases; diagnosis; treatment.
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Hckimouenue pa3HbIX BapHaHTOB HApYIICHUH IIHU-
KEMHUH BXOAWT B JUATHOCTUYECKHUH aJTOPUTM JIETCKOTO
9HJIOKPUHOJIOTA, Tenarpa, HeOHATOoIora, HEBPOIaTo-
Jora, XMpypra M Apyrux crenuanucro. Jlaboparop-
HBIM CTaHIAPTOM CUMTAETCSl COMPSDKEHHOE HCCIen0-
BaHUE TOKa3aTellel TIIFOKO3bl U JIaKTaTa KamMILIISPHOM
kpoBH. OlleHKa YPOBHS JaKTaTa / MOJIOYHON KHCIIOTHI
KpPOBU TIEIMATPOM HIMPOKOTO TPOMUIST MOXKET BBI-
3bIBaTh 3aTpyJHEHHUs. ba3ucHOro Kypca OHOXMMHH,
U3 KOTOPOTO H3BECTHO, YTO JIAKTAT — 3TO HPOIYKT
aHa’pOOHOTO TIIMKOIN3a, YaCTO OBIBAET HEAOCTATOYHO
JUTSL TIOSICHEHUSI OTKJIIOHEHWW B TIONYyYEHHBIX PE3YIb-
tarax. [Ipy BBIABICHWUM HApyINICHUH KOHIICHTPAIMH
JlaKTaTa HeoOXOoaUMa aJIeKBaTHAs OLCHKa €€ MPUYHHBI
U MPEayNpekICHUE BO3MOXKHBIX OCJIOKHEHUH THIep-
JIAKTaTeMHUH.

JlakTar — 3TO MPOAYKT KIETOUHOTO MeTaboIM3Ma,
COJIb MOJIOYHOM KHCJIOTHI, 00pa3yrommascsi mpu 3ame-
LICHUM HMOHA BOAOPOJA MOJIOYHOM KHMCIOTHI Ha Na'
wi K* [4, 9]. Jlakrar oOpa3syercst B mpouecce aHad-
POOHOTO OKHWCIICHHS TIIOKO3BI (pHC. 1), mpeBpareHuit
aJlaHWHa, a TaKKe TIUIepoabliernia — KOMIIOHEHTa
MPOCTHIX JIMIHUI0B. HemocpeacTBEHHO JaKkTaT SIBISeT-
csl TYmMKOM Metabonm3ma. Bee ero mpeBpatienus mpo-
WCXOMAT Yepe3 MUpYBar.

[Ipu mocTaro4HOM MOCTYIICHWH KHUCIOPOAA MHPY-
BaT IMOJBEpraeTcss MeTaboIM3My B MHTOXOHJPUSIX My-
TE€M OKHCJIUTEIBHOTO JeKapOOKCHIMPOBAHUS IO ale-

2

HAOHH" /
NADNN*

Lnkn Kpebea
36 monb ATO /

Krebs Cycle
m3 2 monb ATO /
\ 36 mol of ATF Anaerobic glycolisis
ATO/ATE 2 mol of ATF
o

Twi-KoA u nanee B uuKie TPUKApOOHOBBIX KHCIIOT
OKHUCJISIETCSL 10 KOHEUHBIX MPOAYKTOB [8].

[Ipu runokcny mUpyBar HE MOCTYMAeT B MUTOXOH-
JpUH, a TIPeBpaIlacTcs B JaKTaT ¢ yyacTueM (hepMeHTa
nakraraeruaporenassl (JIJII) [4]. Drta peakiust o0-
paruma (puc. 2).

JlakTar SABNSETCS W MPOMEKYTOYHBIM TPOTYKTOM
BHEMHUTOXOHIPUAIBEHOTO OKUCICHHSI JKUPHBIX KHCIIOT
W HEOOXOIWM [UIsi CHHTE3a HEKOTOPBHIX 3aMEHHMBIX
AMHMHOKHCIIOT (aJlaHuH, TIUIMH, CEpUH U Ap.). Aua-
HUH CHHTE3MPYETCS B MBIIIEYHON TKAaHU M3 MOJIOY-
HOM KHCJIOTHI, a Jjajiee JIETKO MPEBPaIaeTcs B MeUeHN
B IVIIOKO3Y. DTOT MPOIECC HOCUT Ha3BaHME IITIOKO30-
QIaHMHOBOTO LUKJA (pUC. 3) U CIYXHUT OAHUM H3 OC-
HOBHBIX IyTeH IVIIOKOHEOreHe3a B meuyeHu [3].

[IpakTryecky Bce KIETKH CIIOCOOHBI BEIPAOATHIBATh
nmakTar. TKaHM C BBICOKMM YPOBHEM MeTabonm3Ma:
cnusuctas ToHkoro kumeunuka (10 %), mosr (20 %),
koxka (25 %), ckenerHbie MbIIbl (25 %), a KISTKH
KpoBU — 3pUTpoLuThl (20 %) — BHOCAT HAMOONbLINI
BKJIaJ] B €XKETHEBHYIO MPOAYKIHUIO JIakTaTa, (HopMu-
pysl €ero HOpMaJIbHBIH YPOBEHb B KPOBH ~1,3 MMOIB/I
(puc. 4)

B kietkax, KOTOpble HE COAEP)KAT MUTOXOHAPHH,
HampuMep B DPUTPOIUTAX, MHUPYBAT IOJ JCHCTBUEM
JIAT" npeBpalaeTcs B JaKTat, KOTOPbIN MepeMelaeTcs
U3 KJIETOK W TPAaHCIOPTUPYETCSl B JPYTHe TKaHW ISt
MIPOM3BOJICTBA dHEpPruu. JlakTar mpu 3TOM HE SIBIISET-

HALL+ /
NAD+

Lactate

nar/ LbG
MKT-1 / MCT-1

AHa3pOBHbIN IMKO-

Puc. 1. Meta6onusm rniokosbl Ao nakrata [8]. 3aecb u Ha puc. 2-4: HAl — HMKOTMHaMuAAeHUHAUHYKNeoTUa, JIAT — nakratae-
ruaporeHasa, MKT — MOHOKap60oKcunbHbIit TpaHcnoptep, AT® — apeHo3uHTpudochar

Fig. 1. Glucose to lactate Metabolism [8]. NAD - nicotinamide adenine dinucleotide, LDG - lactate dehydrogenase,
MCT - monocarboxylic conveyo, ATF - adenosine triphosphate
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Csl KOHEYHBIM IPOIYKTOM MeTaboiu3Ma, yaalisieMbIM
W3 OpraHu3Ma. Y TWIM3alus MOJOYHOM KHUCIOTHI Hpo-
nucxomut B neyenn (60 %) n moukax (30 %), B MeHb-
e cTeneHu — B CepALC M CKCJIICTHBIX MBIHIIAX.
JlakraT motpeOisieTcs, MpeXx/e BCero, NeYeHbI0 U MoY-
KaMH B IIpoliecce IMIOKOHEOTeHe3a, B XO/e KOTOPOro
OH TIpeBpalaeTcs B MUPYyBaT W Janee B TIIOKO3y [9].

Taxum oOpaszoM, ¢u3HoIOrHYeckas poib JIAKTaTa
B OpraHu3Me 3aKIo4aeTcss B TOM, YTO BO BpeMs JIIO-
0oro crpecca OH CTAaHOBUTCS OJHHM H3 HCTOYHHKOB
9HEPTUU M MOXKET YYacTBOBaTb KaKk B CHHTE3€, Tak
1 YyTWIN3aLUK IVIIOKO3bl. B mokoe makrar oOecredn-
Baet 7 %, a BO BpeMsi pU3MUYECKUX HArpy3o0K — 25 %
sHepruu. [1oTpeOHOCTh B MOJIOYHOW KHCIOTE TOBBI-
LIaeTCsl TIPU BBICOKMX (U3MUYECKUX MM YMCTBEHHBIX
Harpyskax, BO BpeMs AaKTHBHOIO POCTa M Pa3BUTHUS
opranusMma [8].

Mbiwua / Muscle

HAQH#H / HAR /
NADN-+N* NAD+
0] 0" 0] 0"
Y% %

C C
I I
=0 _— HC—OH
| -~ I
CH, AT / LDG CH,

Mupysar / Pyruvate Naktat / Lactate

Puc. 2. Peakuus npespalueHus nupysata B fakTart [4]
Fig. 2. Pyruvate-to-lactate conversion reaction [4]

Hopma nakrara B KpOoBH HE ONpEAEICHA MEXIY-
HapOJHBIMH CTaHJApTaMHu, IOATOMY €ro OLEHKa 3a-
BUCUT OT METOAMKH U PEAKTUBOB, NPHUMEHICMBIX
B snaboparopuu. B GoipmmHCTBE pabOT MCIONB3YIOT-
Csl IOPOroBbIe 3HaYeHUsT Mexay 2,0 u 2,5 MMOJIb/i

Meuenb / Liver

lnukoreH / Glycogen

\

Orapix / Harpy3ka /
Rest Load
lnioko3a / Glucose <t lmioko3a / Glucose
A
/\ HA,EI, / q
2 ATD/ 4/ NAD HALL /
2 ATF \ NAD
HAIIH HAIIH/
. / P' " N%N/ Naxrat/ -~ Nakrar/ NADI_II\I /p
upysar / Pyruvate — —> upygar / Pyruvate
N0 / LDG Lactate Lactate NAr/LDG A
u u
AT / ALT AT / ALT ( Kr
oK1/ oK/
a-KG a-KG
AnanuH/ AnanuH/
Alanine Alanine

Puc. 3. Tnoko3o-anaHMHOBbLIN LMKA [3]
Fig. 3. Glucose-alanine cycle [3]

f HeiipoHbl / Neurons

-6ATO/1 mioko3a/ Gluconeogenesis;

R~ |

/ [nukonus / Okucnenue nakrata /

7 Glycolysis Lactate oxidation ¢
Puc. 4. O6meH naktata B opraHusme [8]
Fig. 4. Lactate Metabolism in the body [8]

: Sputpoumtsl / Red cells
ActpoumTbl / Astrocytes

F Kapanommouwrsl /Cardiomyocytes s
. CKeneTHble MbILWaImUSCIES .

TMioKOHeoreres; Ltk Kopi g [TeyeHb / Liver ! )

Cory cycle -6 ATF/1 Glucose ,\! MMoykm / Reins !

He MMeloT MUTOXOHZPHIA, TONBKO MMKONW3
+2 AT®/1 rniokoza / No mitochondria,
glycolisis only +2 ATF/1 Glucose

_sm—

AHa3pobHoe OKMCIeHWEe/LUMKN
Kpebca +36 AT®/1 rntokosa /
Anaerobic oxidation/Krebs cycle
+36 ATF/1 Glucose

K [niokoHeoreHes /

Gluconeogenesis
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W TUIEPJIaKTaTeMHUEl Ha3bIBAIOT IOBBILIICHUE YPOBHS
JlaKTarta B KpOBH BhIIe 2,5 MMonw/1 [8, 15, 26, 29, 36].
VBenuueHue ypoBHS JIAKTaTa MOXKET ObITh pe3yilb-
TATOM €r0 MOBBIIIEHHON NMPOLYKILUH, CHUKEHHOU 3IIU-
MUHAIUM WIA TOTO U JIPYroro OJHOBPEMEHHO.

KnuHnvecku 3HaunMble YPOBHH JIaKTaTa MpU KpH-

THYECKUX COCTOSHUAX [15]:

* yYMEpeHHO yBeIWueHHbIH — 3,5-4,5 MMoub/T;

* 3HAYUTENHHO YBEIMYCHHBIH — >4,5 MMOIB/I;

° TpU yBeIWMYEHHM Jaktara >8,0 MMOJB/M JieTalb-

HOCTh yBenunuuBaetcs 10 90 %!

Benymue nmpuduHbBl NOBBILICHUS JIAKTaTa KPOBU:

1. AnaspoOHasi MBIIIEYHAsT aKTUBHOCTH (TSKeJbIe
YIPaKHEHHSI, IPUCTYIBI CYA0POT).

Jlakrat, Kak KOHEYHBIH NPOAYKT aHAIPOOHOrO
[JIMKOJIN3A, SIBJISICTCSI MHAWKATOPOM aHa’pOOHOro Me-
TabosnzMa KJIeTok. DU3MOJOrMYecKue MEXaHU3MBbI
MOJKJIIOUEHHsT aHa’pOOHOr0 TIIMKOJIM3a B OCHOBHOM
CBSI3aHBI C BBIMOJIHCHHEM WHTEHCHBHOH (U3NUECKOr
Harpy3ku. lloBbIlleHHME YpOBHS JlaKTara yKas3bIBaeT
Ha HECIIOCOOHOCTH adpOOHBIX CHCTEM dHEproodecte-
YeHHUsS TPEOAoNeTh (DM3MUYECKYI0 HarpysKy. YpPOBEHb
MOJIOYHOW KHCIIOTBI MOXET OBITh TIPEBBINIEH B 5
n naxe 10 pa3. Ho 370 sBIeHHME KpaTKOBpEMEHHOE,
OpraHu3M OBICTPO KOMIIEHCHPYET BO3HMKIIMN AncOa-
naHc. KomneHcanust ocymecTBisieTcss 0ObIYHO 3a CUET
TUNEpBeHTIIIAINA [8].

WccnenoBanue nakrara B CHOPTHUBHOM MeIUIMHE
M03BOJISIET aHAJTU3UPOBATh MHTEHCUBHOCTD (PU3NUECKUX
Harpy30K M CTEIEeHb BOCCTAHOBJICHHUS MOCIIC HUX: IPU
JIOCTaTOYHOM YPOBHE JIaKTaTa IOBBIIIAETCS MIPEAEN pa-
00TOCTIOCOOHOCTH U BBIHOCIMBOCTE. [Ipn mpodeccuo-

Meuenb / Liver

——

HaJbHBIX CIIOPTUBHBIX TPEHUPOBKAX YUYWTHIBAIOT JBA
TTOKa3aTens JTaKTaTa B KPOBU: 2 MMOJB/JT — adpOOHBII
ropor; 4 MMOJB/T — aHa’dpoOHEIM mopor. Harpysku
J0 YPOBHSI 2 MMOIIB/JI, TO €CTh a’3pOOHOro MOpora,
MTOKPBIBAIOTCS OKCHJIATUBHBIM (KUCIIOPOIHBIM) 0OMe-
HOM BemecTB. /o 4 MMOJIB/T — CMEIIaHHBIH PEeXUM
KHUCIIOPOAHO-0CCKUCIOPOIHBIA, BBIIE 4 MMOJB/T —
BKJTIOUACTCS aHAdPOOHBIA TmKomm3 [§].

Bo Bpemsi 00JIBIIIOrO CyJIOPOKHOTO TPHUIIAJKa Ypo-
BEHb JIAKTaTa MOXET IOBBINIATHCS KaK BCICICTBUEC
JapuHTOCHa3Ma (4TO TPHUBOAUT K THUIOKCHH), TakK
Y TI0 TIPUYHMHE TUTIEPIPOAYKIMHU JIAKTaTa B MBIIIIAX.
[Tocie npekpaliieHus IpUaaKa MPOU3BOJICTBO JIaKTaTa
MpeKpamaeTcs, U JakTar ObBICTPO METa0OIH3HPYETCs.
OnHaKoO TIOCTOSHHO TIOBBIIICHHBIM YPOBEHb JIAKTaTa
B TeueHWe 1-2 9 mociie TPUCTyIa MOXKET YKa3bIBaTh
Ha CONMYTCTBYIOIIYIO MATOJIOTHIO M TpeOyeT NaibHeH-
mero aHanmza [15].

2. HapynieHue (QyHKIUU MEYCHU M TIOYCK.

['roko3a u nakTaT CBS3aHBI Yepe3 MITUKOINU3 U TIIHO-
KOHEOTeHe3. | TIoKOHeoreHe3 OCyIIeCcTBIsIeTCs B Tiede-
HU U T0YKaX, KOHBEPTUPYS LHUPKYJIUPYIOIIUN JIAKTaT
B MMUPYBAT, a Jajiee B TIIOKo3y. Jlakrar, o6pazoBaBIImii-
Csl B MHTCHCHBHO Pa0OTAIOUIMX MBIIIIAX U B KIIETKaX
¢ TpeodiaiaronM aHadpoOHBIM CIocoOoM KaTabo-
JM3Ma TIIOKO3BI, TTOCTYMAaeT B KPOBb, a 3aTeM B Iie-
yeHb. Jlasiee 00pa30BaBLIMIICS MUPYBAT BKJIFOYACTCSI
B DJIIOKOHEOreHe3, a 00pa3oBaBIIasCsS IIOKO3a I10-
CTyNaeT B KPOBb M MOIJIOMIACTCS CKEICTHBHIMH MBIIII-
namMu. OTy TOCIIEA0BaTeNIbHOCTh COOBITHI Ha3bIBAIOT
«TITIOKO30-JTAKTaTHBIM ITUKJIOM» WIH «IHKIOM Kopm»
[3, 4, 9] (puc. 5).

e Tt nokosa/
- Glucose

[ukonus/
Glycolysis

Tupysar / Pyruvate

sa)asny / 1ahmiqpy

Puc. 5. Thukonus B MbiiLax 1 miokoHeoreHes B neyveHu (umkn Kopwu) [9]
Fig. 5. Glycolysis in muscles and gluconeogenesis in liver (CORI cycle) [9]
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Pa3BuTtne auchyHKIUM MEUEHU U MTOYEK MOXKET CO-
MIPOBOKIATHCSI HAPYLICHUSIMU HCIIOJIb30BaHMsI JIAKTaTa
MpU TIIIOKOHEOTeHe3e M, KaK CIJEACTBHE, THUIEpJaK-
taremuei. J1o6oe cocTosiHUME, TIPU KOTOPOM TI€YEHb
CTaHOBHTCS JIAKTATIPOAYLMPYIOIINM (a HE JaKTaTHo-
TPEOJISIOIIMM) OPraHOM, IPUBOAUT K CEPHE3HBIM Hapy-
MIEHUSAM MeTa00IM3Ma MOJIOYHONW KHUCIOTHL. [Ipu 3TOM
HU3KHE YPOBHH TJIIOKO3BI B COYETAHHH C BBICOKHMH
YPOBHSIMH JIaKTaTa yKa3blBalOT HAa HapyIllEHHE LHUKJIa
Kopwu, nampumep, npu mmkorenosax (Oonesnn ['mp-
ke) [16, 18]. [loukn Tak ke OCYIIECTBIAIOT KIMPEHC
JaKTaTa B OCHOBHOM 4Yepe3 IIIIOKOHEOTeHe3, a He I0-
CPEICTBOM 3KCKPEIHH.

3. 3a0osneBaHusl JIETKUX U CEpJIa.

B xnauHMueckoll MpakTHKe TPaAULMOHHO YpPOBEHb
JIaKTaTa B KPOBH MPUMEHSETCS A1 MOHUTOPUPOBAHUS
YPOBHS TKaHEBOHU THIOKCHU. [Ipy CHIKEHUH TOCTaBKU
KHCJIOPO/a K KJIETKaM yBEJINYUBAETCs MPOAYKLIUS JaK-
TaTa U TOBBIIIACTCS €ro KOHLEHTpalus B KpoBu [2].
TakuM o00pa3oMm, THUIEPIAKTATEMUSI MPEACTABISACT
co0OH yHMBEPCAJbHYIO IaTOJOIMUYECKYIO0 PEaKLHIO
Ha CUTYyallld, CBA3aHHBIE C JIFOOBIM BHJIOM THIIOKCHH.

g octpoii npixarensHol HegocrarouHoctd (OJH)
XapakTepHO yBEJIMYEHHE YPOBHS JIAKTaTa B KPOBH:

e ymepenHass O[JH — HopMma uin yBeluyeHUE JaK-

Tara 40 3 MMOJIB/T;

» BbeIpakeHHas OJIH — yBenudeHue KOHIIEHTpAIUH

JIaKTara 10 4—5 MMOJB/I;

* mmxenas OJH — yBennuenue nakrara Oomee

5 MMOJB/II.

I'mnepnakrareMust MOXKET Pa3BUTHCS U TIPU TshKe-
JIOM TIPUCTyIe OpOHXMAIBHOW acTMBlI 3a CYET upe3-
MEpHOH MBIIIEYHOH PabOTHI.

[loBblieHHe ypOBHA Jakrata HaOMOgaeTcs Mpu
OCTPOH M XPOHUYECKOM HEIOCTATOYHOCTH KpPOBO-
obpamenus (HK), xoppemupyst co CTENEeHBIO e¢ Ti-
xectu. [lpu ocrpoit HK ypoBeHb sakrara 0ObIYHO
npeBbimaer 5 mMmoinb/. Ilpu mporpeccuposannn HK
KOHLICHTPALMs JIaKTaTa MOXeT AOCTHrath 15 MMOib/a
u 6omee [15].

4. CaxapHblii muader.

VY manuenToB ¢ caxapHbiM auaderom (CJ]), B uacrt-
HOCTH npHu paszperynupoBanHoM CJl 1-ro tuma, ypo-
BEHb JIAKTaTa B IJIa3Me MOXKET ObITh MOBBIIIEH. Mexa-
HU3MBI, JIEkKAale B OCHOBE JUa0eT-acCOLNUPOBAHHON
TUIEpIIaKTaTeMHH, BKIIIOYAIOT CyIlleCTBEHHbIE N3MEHe-
HUSI MeTaboIu3Ma BHYTPUKJIETOUHON TIIOKO3BI B UyB-
CTBHUTEJIbHBIX K MHCYJAMHY TKaHsX. lepuuut mHCYynu-
Ha WMHrUOMpYeT MUPYBaTICTUAPOreHA3HBIH KOMILIEKC
(IBJK), katanm3upyronuii o0pa3oBaHue U3 MUpyBaTa
anetnn-KoA u nanee okuciaeHHE €ro 70 KOHEYHBIX
npoaykroB B nukie Kpedca. Murudbuposanue [1BJIK
OPUBOAMT K 00pa30BaHMIO N30BITKA MUPOBUHOTPATHON
KHUCIJIOTBI, KOTOpas mpeBpamaercs B jJakTar. OOsIdHOE

COOTHOIIICHWE KOHIIGHTPAllUW JlaKTara W IHpyBaTa
B chIBOpoTKe KpoBu 10:1 cnBuraercs B CTOPOHY
nmakrara [4, 9, 21].

[oBbIICHHBI YpPOBEHb JIaKTara MpH JAWA0eTH-
yeckoM ketoaruuose (JIKA) moxer ObITh CBs3aH
HE TOJILKO C M3MEHEHUEM MEeTa0OIMYeCKOro mpodmuis,
HO W T0 mpudwmHe runonepdysun [25, 37].

5. JlekapCTBEHHBIE TPENapaThl.

Ocoboe MecTo cpenu 3THONOTHYECKUX (HaKTOpPOB
TUIIEPJIaKTaTeMUH 3aHUMAaeT NpueM OuryaHunos. Te-
parms CJI OuryaHuIaMu COMTPOBOXKIAETCS JTaKTaT-aIld-
JTIO30M BCJIEZICTBHE CHIDKEHHSI aKTHBHOCTH (DEpPMEHTOB
[IBAK, npuBonsIiero K HapymeHUIO OKHUCIUTEIHHO-
ro GochopuIMpOBaHUS B TEYCHH W WHTUOMPOBAHUIO
rokoHeorene3a. B 1977 r. Ouryanun dendopmuH
Obu1 3anpemnieH k npuMeHeHno B CIIA, mockombKy
B pAne CIy4aeB NMPUBOIWI K Pa3BUTHIO JIAaKTaT-alld-
1033, B TOM YHUCJE CO CMEpPTEIbHBIM ucxomoMm [14].

B HacTosiiee Bpemsi MeT(OpPMHH SIBJISIETCS Tpera-
parom, 3hdekTuBHO UCTONB3yeMbIM Jutst siedeHust C/]
2-ro trma. MeThopMHH TakKe TPHHAIJICKHAT K KIIACCy
OWTYaHUIHBIX COCTUHEHUH, OMHAKO IO XUMHYECKOU
CTPYKTYype OH 3HAauUTEIbHO OTIMYaeTcs OT (eHdop-
muHa. bonee Toro, MeTpopMUH He HapylaeT MeTabo-
JIU3M JIaKTaTa B TMIEYSHH, XOTS €ro CrlioCOOHOCTh yTHe-
TaTh IIIOKOHEOTEHE3 B IEYEeHH MOTEHIINATHHO MOXKET
MPUBOJMTh K TIOBBINICHUIO KOHIIGHTPAIlMH Heu3pac-
XOJIOBAHHOT'O JaKTara B IUIa3M€ KPOBHM U Pa3BUTHIO
nakratT-anuno3a. C yueToM npuHauIexHOCTH heHdop-
MHHA ¥ MET(OPMHUHA K OTHOMY XUMHYECKOMY Kiaccy
JIEKapCTBEHHBIX CPeACTB (OWTyaHHIBI), @ TaKKe TOTO,
YTO MEXaHU3MBI IeHCTBHUS 00OMX IpernapaTroB Mpero-
JararoT BO3MOXKHOCTh HAKOIUICHHS JIaKTaTa B IJIa3Me
KPOBH, KIIEHMO «IIOBBIIIEHHBIA PUCK Pa3BUTHUS JAKTaT-
anumo3ay» ObUIO TepeHeceHo ¢ GeH(hopMHHA HAa MET-
¢opmMuH TIOYTH aBTOMaTH4ecku [38].

Crnenyer mon4epkHyTh, YTO TPU IMOYEUHOM WIIH TIe-
YEHOYHOH HEeI0CTaTOYHOCTH Aa)Ke MHUHUMAaJIbHAs 1032
OWTyaHUZOB MOXET BBI3BaTh JIAKTAT-AIH]I03 B PE3yilb-
Tare KyMyJISIAA TIperaparta B opranmme [22, 27, 34].

K moBBIIEHNIO YPOBHS JIaKTaTa MOXKET MPUBOJANUTH
WCIOJIb30BAHNE U JIPYTHX JIEKAPCTBEHHBIX CPEJICTB —
aJipeHanHa, MPEJHU30JI0HA, TIIOKAroHa, CajHInia-
TOB, IPETapaToB HAIUAUKCOBOW KHCIOTHI, Cylb(daca-
JIa3WHA, TIPOTUBOBUPYCHBIX CPEICcTB U np. [23, 33].

6. Cericuc.

HexoTopsle aBTOpbI paclieHUBAIOT MOBBIIIEHNE JaK-
TaTa He TOJIbKO KaK Mapkep Turonepdy3uu, HO U KaK
MOKa3aTesb BOCTIAIIEHUS WM MeTabOIMIeCKOTo CTpec-
ca. YcuiieHue aHa’poOHOTO TIIMKOJIN3a, MHYIIHPOBaH-
HOTO BOCHAJICHHEM, ACCOLMHUPOBAHHBIM C CEIMCHCOM,
B HAaCTOsILIee BpEMsSl paccMarpuBaeTcs Kak HauOo-
Jiee BEpOSITHBIM MEXaHU3M rumnepiaakraremun [15].
Kpome TOrO, ypoBHM JaKkTata TpU CETCHCE MOTYT
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YBEJIMYMBATHCS BCIICJCTBUE aJPEHEPTUYECKON CTUMY-
. OTHUM M3 MEXaHHU3MOB TIOBBIINIEHUS JIaKTaTa
cuutaercs takxe nospexaenue [1BJIK sHioTokcuHom
Oakrepuii [26]. IlocTosiHHAs THIIEpIAKTATEMUS TMPH
cerncuce B OOJBIICH CTEIIEHU MOXKET OBITh CICICTBHEM
CHI)KEHHOTO KIIMPEHCA JIAKTaTa, YeM €T0 MOBBIIICHHOM
MPOAYKIINHU, TIOCKOIBKY OHO M3 PacIpOCTpaHEHHBIX
OCJIOXKHEHHH CeIChuca — 3TO OCTPOE TMOBPEKICHHE
mouek [15, 35].

YpoBeHb JaKTaTa MOJOXKHUTEIBHO KOPPEIUPYET
C TSDKECTBIO CETCHUCa, €r0 OCIOKHEHHSIMU W JIeTallb-
HOCTBIO, UMEET MPOTHOCTHYECKOE 3HAYEeHHE B Pa3BU-
THHA TIOTMOPTaHHOM HexoctarogHocTH [15, 30].

7. PernonapHoe HapylieHHE KPOBOOOPAICHUS TKa-
Hell (0XKOTH U TPaBMbl), HIOKH.

KpoBomorepn, 110K, BO3HHMKAIOIINE BCIIEICTBHE
TSOKEIBIX TPaBM, YacTO SIBISIOTCA TPUYHMHON TKaHe-
Bo#t runonepdy3uu. [Ipu IIUTEIHHO COXPAHSIOIIMXCS
AHA’POOHBIX YCIOBHUSIX JAKTAT HE MOXKET OKHUCIATHCA
JIo mmpyBara BBuIy HemocraTka HAJl (HUKoTHHAMHI-
anennHaukykieorun) u HAJIH,, xodepmentos JIIT,
00pasyronuxces Mpu a3poOHOM PACIISIUICHUH TITFOKO-
36l. B HOpManbHBIX YCIOBHSIX BO3MOXKHO IMOBTOPHOE
OKHCJICHHUE HAZ[H2 10 HAJI B MUTOXOHAPUAX MOCPE.I-
CTBOM IICTIOYKH DIIEKTPOHHOTO TPAHCIIOPTa, CBSI3aHHO-
TO C OKHCTUTENBHBIM (pochoprmupoBanueM. [Ipu cHu-
JKEHUH JTOCTABKU KUCIOPOJA K KIETKAM DJICKTPOHHBIHA
TPaHCIOPT cpa3y ke npekparnaercs. HAJl ctanoBuTCs
HEJOCTYIIHBIM [IJIsl OKUCIICHUS JIaKTaTa, B pe3yJbTare
YEero MpOMCXOAUT HAKOIUIEHHE mocieaHero [3, 9].

JlocTymHOCTR KHCIIOpO/Ia Ha TKAaHEBOM YPOBHE —
Ba)KHAs JETEPMHUHAHTA OKUCIUTEIHHO-BOCCTAHOBH-
TEIBHOTO TOTEHIIMaNa KIeTOK. [1oBBIIICHHBIN YPOBEHB
JIaKTaTa SBIAETCS MapKepOM THIIOKCHH Mo3ra. Brico-
KO€ COJIep)KaHUE JIaKTaTa BCErla yKasblBaeT Ha KpH-
THYECKOE COCTOSHHUE TAIMeHTa W SIBJISCTCS] MPOTHO-
CTUYECKH HeOIaronpusiTHeIM [29].

8. ['MnoBUTaMUHO3EI.

OOpasyromuiics U3 JaKTara MUPyBar MOJBEpraeT-
CsI OKHCITUTEIFHOMY JeKapOOKCHIMPOBAHHUIO (2-1 aTam
aspobHOrOo pacmama ymieBomoB). llporecc oxucu-
TEJIBHOTO JICKApOOKCUIMPOBAHUS TTHPOBUHOTPAIHON
KHCIIOTHI (pHC. 6) KaTalM3UPYyeT CIOXKHBIA (hepMeH-

tatuBHbIN [IBJIK, Brirovyaromuii 3 gepmenrta u 5 xo-
¢axropos [Tnamuamudocdar (TJAD) — Butamun B,
JIK — nmmoeBas xuciora, aneTmwi-KoA, ¢rmasunane-
nungunykneotun (PAJ[) — suramun B, HAJL —
putamuH PP]. Takum oOpazom, ne¢uuuT BUTaMHUHOB
TaK)Ke€ MOXKET MPHUBECTH K HAPYIICHUIO aKTUBHOCTH
(hepMeHTOB, W30BITOYHOMY HAKOIUICHHIO IHpYyBaTa
u makrara [3, 23].

9. l'unepnaxkrareMust y HOBOPOXKIICHHBIX ICTCH.

Tect Ha JaKkTaT UMeeT 0co00E 3HAYCHUE B MPAKTH-
Ke OT/IeJICHU aTOJIOTMH HOBOPOXK/IEHHBIX [6]. Hanbo-
Jiee 9acToO yBeNMYeHNE KOHIIEHTPALMH JIaKTaTa B IjIa3-
M€ KpPOBH Y HOBOPOXJIEHHBIX OOYCIIOBIEHO TSXKENIOM
TUIOKCHEH pa3IMyHOro reHes3a U yKa3blBaeT Ha CJIBUT
O0OMEHHBIX MPOLIECCOB B CTOPOHY aHA3POOHOIO TIIMKO-
nu3a. Beicokune ypoBHM JakTara B KPOBH NpPEICTaBIIs-
I0TCS HaJIS)KHBIM WHCTPYMEHTOM JUTSI OIEHKH TSDKECTH
ac()UKCUM Yy POIMBIIMXCS JIETCH ¢ HU3KOW OIICHKOM
no mkane Amnrap. OgHako KOHIICHTpalusg JaKTaTa
SIBIIIETCSL TAaK)Ke MapKepOM METa0OIHYECKOrO alld-
71032, CEeTICHCa, TIOITOMY PE3yIbTaThl JHHAMHUYECKOTO
HaOMIONIeHNsT 3a ypOBHEM JIaKTaTa B paHHEM HeOHa-
TaJIbHOM TEpHOoJe OBIBAIOT HEOJHO3HAYHBI. B Takom
ClIy4yae AMAarHOCTUYECKasi EHHOCTh 3TOTr0 MOKa3aTess
oOiaaeT HU3KOW YyBCTBUTEIHHOCTHIO [6].

HccnenoBanne KOHIIEHTPANWK JTAKTaTa Y HOBOPOXK-
JICHHBIX B KPUTUYCCKOM COCTOSHUU TPUMEHSIOT Kak
CKPUHUHTOBBIN METOJ NUAarHOCTHKU PECIUPATOPHBIX
U TeMOAMHAMHUYECKUX HapylleHui. Bricokue mnoxa-
3aTeNy JaKTara B IIa3Me KPOBH TPU TOCTYIUICHUH
HOBOPOXXJIEHHOTO B OT/ICJICHWE PEaHWMAIlUH SBISIOT-
Csl HEONaroNmpHUSTHBIM TPOTHOCTHUYECKUM MPU3HAKOM
U CBHUJETEIBCTBYIOT O BBICOKOM PHCKE JIETAJIbHOTO
ucxona [13].

[Tonyuyennsie Ha 30-if MUHYTE MOC]E POIOB MOKA-
3arenu AeUITa OCHOBAaHWH M YPOBHA JIaKTaTa KPOBH
Yy HOBOPOXJICHHBIX MOTYT OBITH HCIOJB30BaHBI B Ka-
YECTBE MPOrHOCTUYECKUX MPU3HAKOB HEBPOJIOTHYE-
CKMX HapyIISHHWH IOCie MEePeHECEeHHON TepruHaTalb-
HoO# acukcnm. JlakTaTeMuss MEHbIIE 5 MMOJIB/T W/WITH
neduutT ocHoBaHui MeHee 10 MMOJIB/JT HE TIPUBOJIU-
JIM K HEBPOJIOTHYECKUM OCIIOkKHEeHUsAM. KoHeHTparus
nakTara 6oiee 9 MMOIIB/T ObLJIa CBSI3aHA C YMEPEHHOM

CH, TO®/TDP, NK/LA, HsKoA/HsCoA, CH,
| ®AL/FAD, HALL/NAD |
2HALH /
2C= > =
0 +1/20, E1l - nMpyBaT,u,erm,uporeHa3a/" 2 C\ 0 * 2NADN * 200,
| E1l - pyruvate dehydrogenase, SKoA
COOH E2 — nunoauetnnTpaHcdhepasa/

E2 - lipoacetyltransferase,
lMupoBuHorpagHas Kucnora /

Pyruvic acid

E-enzyme

E3 — nunoamupnernoporeHasa/
E3 - lipoamiddehydrogenase

Puc. 6. OkucnutenbHoe AeKap6oKCMNIMpOBaHUE NMUPOBMHOIPAAHON KUCNOTbI [3]

Fig. 6. Oxidative decarboxylation of pyruvic acid [3]
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WM TSDKEJIOW SHIe(danonarueid ¢ 4YyBCTBUTEILHOCTHIO
84 % u cnennpuarocTEi0 67 % [20].

10. MuTtoxoHapraabHBIE 3a00JICBaHMUS.

MuroxoHapuanbHbie Oone3nn (MB) wnm mwuto-
XOHJIPUANIbHBIC ITUTONATHH — 3TO OOIIMpHAs TpyH-
na 3a0oieBaHUl, OOYCIIOBICHHBIX T€HETHYECKUMH,
CTPYKTYPHBIMH B OMOXUMHUYECKHMH JePEeKTaMHu MHU-
TOXOHJPHM, HAPYIIICHUEM TKAaHEBOTO JbIXaHHUS M, KaK
CIEACTBUE, HEJOCTATOYHOCTHIO JHEPTreTUYECKOTO
oOmeHa.

B pesynbrare oxuciuTensHOro (hochopumpoBaHus
npoucxoguT cuHTe3 AT®D. DTO 0COOCHHO BaXXHO IS
HEPBHOW TKaHU, KOTOpas 3aBUCUT OT YPOBHS OKHC-
JUTEIBLHOI0 MeTaboM3Ma [IIIOKO3bl, YeM U OOBsCHS-
FOT CHCTEMHBI XapakTep KIMHUYECCKUX MpPOSBICHUI
pu Mb, HO ¢ IperMyIIeCTBEeHHBIM TTOPaKCHUEM IICH-
TpaabHONW HEPBHOH M MbIeYHOH crucTeM [28]. OmHako
Yy MHOTHMX INAaIlMCHTOB MOYXHO HAOJIOIATh OTKJIOHCHHS
U CO CTOPOHBI CepIAeYHO-COCYIMCTON cucTeMbl (Kap-
JTUOMUOIIATHS, Yallle THIepTpouuecKas, HapyIIeHUs
pUTMa cepama), movyek (TyOyJIomaTHH IO THITY CHH-
npoma ne Tonn—JleObpe—Dankonu: (ocdarypwusi, Tiro-
KO3ypHsl, aMHHOAIUIYpHUsl, METa0OIMUCCKUN aIlu]03,
[OYEeYHAasl HEJJOCTATOYHOCTD), MeYeHH (TernaroMeranus,
TICUCHOYHAS HEJIOCTaTOYHOCTH), KeJTYI0YHO-KHIIIe-
HOro Tpakrta (pBoTa, AmWapes, arpodus BOPCHHOK
KHIIICYHHUKA, YK30KPUHHAS HEJOCTATOUHOCTH TOIKEITY-
JIOYHOM KeJIe3bl), CHCTEMbI KPOBeTBOpeHUs (ITaHIHU-
TOTICHUS), SHAOKPHHHOI CHUCTEMBI (33JIepXKKa POCTa,
HapyIlIeHHe TIOJIOBOTO Pa3BUTHS, TUIOITIMKEMHS, Ca-
XapHBI W HECaxapHBIH MuadeT, TUIIOTUPEO3, THUITOMa-
parupeonau3M, runonuryurapusm) [12, 17].

YacTtoTa BCTpPEYaeMOCTH MUTOXOHAPUATBHBIX 3a-
0OJIeBaHMI MO0 JaHHBIM Pa3HBIX ABTOPOB KoJeOieTcs
or 1-2:10000 mo 1:35000 gemosek [17, 28, 32].

ITo mpoucxoxiaenutro Mb pgensaT Ha TepBUYHbBIC
(HacnencTBEHHbIC) W BTOPHYHBIC. | eHeTHUYECKHe Ha-
pYLICHHST B MUTOXOHAPHUSX HAXOISATCS TOJ| JBONHHBIM
KOHTpOJIEeM — siiepHOM ¥ muToxoHapuaibHoil JTHK.
Benymme npuduHbI BO3HUKHOBEHUS TEPBUYHON (Ha-
CJIEIICTBEHHOH ) MUTOXOHIPHAIGHOHN MTaTOIOTUNA — 3TO
MyTallMd B TeHAX, KOAUPYIOLIMX OEJKH, 3aJeiCTBO-
BaHHBIC B IPOIECCaX JHEProoOMeHa KJIETOK, BKIIFO-
yasi HapyLIeHHs IPOIECCOB OKUCIHUTENBHOTO (ocdo-
punmmpoBanus, 1wkiaa Kpebca, axtuBHOCTH [IBJIK,
nutoxpoma C-OKCHIA3bl, AJIEKTPOHHO-TPAHCTIOPTHOU
e MUTOXOHJpPUM, KapHUTUH-TIAIEMUTHII-TPAHC-
(depazbl 1, nedekThl OKHUCIIEHUS JKUPHBIX KHUCIIOT
u ap. [11].

K nacrostmemy Bpemenn uzBectHo 6osee 2000 reHos,
PSIMO MJIM KOCBEHHO KOHTPOJUPYHOMIMX (DYHKIIHIO
MuToxoHapuii [10, 24, 32], B ToM yuclie IO JaHHBIM
OMIM (Online Mendelian Inheritance in Man) [31].
BennunHa KIMHUYECKHUX IPOSBICHUN TE€HETHYECKOTO

nedexra npu Mb MoxeT ObITH GONBLION WIIM MaJIOH,
U OHa MOXKET CYHIECTBEHHO W3MEHSTHCS, MEUIEHHO
HapacTrasi BO BPEMEHHU.

Tsoxenvle GpopMbl MB mposiBISIIOTCS y’Ke B HEO-
HaTaJbHOM TIEpHOJie, B TO BpeMs Kak Ooiyiee Jerkas
dopMa MOXKET HE HWMETb KIMHUYECKHX MPOSBICHUH
BIIJIOTH IO MOAPOCTKOBOIO BO3pacTa.

CumnTombl HeoHaTanbHOU (opmbl Mb wacTo HO-
CAT TSDKEJBIA XapakTep, MaHU(eCTUPYIOT OOBIYHO Kak
«MeTaboMMUeCcKuil KpU3KC)» B COUETAHUU C MOPa’KeHHU-
€M OJHOIO WJIM HECKOJBbKUX OpraHoB [6]. XapakTepHO
MOSIBJIGHUE C IEPBBIX AHEH XKU3HU peOeHKa AbIXaTellb-
HBIX (JUCIIHO?, OJIBIIIKA, OOCTPYKTUBHBIE COCTOSHUSA)
Y HEBPOJOTMYeCKHUX (MbIIIeYHass TUIMOTOHMSA, CYyHO-
POTH, SMU304bI HApPYLICHHS CO3HAHHWS) PAaCCTPOMCTB;
BO3MOXHBI OTKa3 OT IHIOW, PBOTA, IeMaTOMeraus,
CBINIb Ha KOXE. B manmpHeimeM oTMe4aroTcs 3alepik-
Ka (U3MYECKOTO M YMCTBEHHOTO Pa3BUTHsI, MbIIICY-
Hast cnabocte. MB MOTyT compoBOXKIaTHCS aHOMATHEH
pa3BUTHUS OpPraHoB 3peHus U cimyxa [17].

Melas-cuanpom (mytarmst A3243G B rene MTTLI
TpancroptHoit PHK amMuHOKUCIIOTHI JIeHInHA), CHH/I-
pom Merrf (TodedHble MyTalMd MHUTOXOHIPUATBHON
JHK), cunapom Narp [myramuu reHa ATdazer ma-
tpuanoit JTHK (MTATP6; MIM *516060)], cuampom
Kepuca—Cetipa — Hambojee H3BECTHBIC W OTHOCH-
TEJIBHO YacTO BCTpevarommuecs (popMbl MHUTOXOHIPHU-
aJbHBIX dHIEe(amomuonaruit [7, 32].

Mano3naunmble aedekTsl (pepMEHTOB MHUTOXOH-
Jpuil MPUBOIAT JIMIIb K HECIIOCOOHOCTH IalUeHTa
BBIIEPKUBATh (PU3UUECKYIO HArpy3Ky, COOTBETCTBYIO-
IIyI0 €ro BO3pacTy, U HE COMPOBOXKAAIOTCA Cephe3-
HBIMU OOJIE3HEHHBIMH MPOsIBICHUAMHU. CHMITOMATHKA
nerkoit gopmel Mb noBonbHO BapuabenbHa U MOpPOH
MMEET HEMOCTOSHHBIN Xapakrep. Kak npaBuio, KIHHU-
YECKOMY IPOSBICHUIO NIPENIIECTBYET CTPECC, MPUCTYII
CyIOpOT WIIM MHQEKIHSL.

Ob6umM it Mb siBisieTcsl HU3KHH «IIOPOT» 4YyB-
CTBUTEJIBHOCTU K AC(PUUIUTY KHCIOPOHA, MPOSBIISIO-
oiicd B CKJIOHHOCTH K JIAKTaT-allul03y, MOCKOJIBbKY
MyTanuu  (EpPMEHTATUBHOIO  MHTOXOHJPUAILHOTO
KOMIUJIEKCa B JIBIXaTelIbHOM LenH (Y4TO MOXKET OBITh
NPUYMHON HapylleHUs peakuui ¢ochopuimpoBanus/
nedochopruupoBaHusi) MOTYT TPUBOIUTH K HaKO-
IIeHNIo Jakrata. llonoOHble KIMHUYECKHE IIPOsiB-
JIEHUST MOTYT OBITh CXOXHUMH C cHHApPoMoM Peiio
(HeBOCTIanMTeNbHAs SHIE(ATONaThsi, COMPOBOXK/AA-
IOLIasAcs KUPOBOM WHQUIBTpAaUEl Ie4eHH, IOBBI-
HICHHEM YpPOBHEHW II€YEHOYHBIX TPAHCAMHUHA3 WIH
aMMMaka B CBIBOPOTKE KpPOBH B TpU paza u Oosee
y AeTed crapuie 5 JeT, NepEHOCUBLIMX I'PUII M I10-
JYYaBIIMX CaJHLWIATB), HO pa3BUBAIOTCA Y JeTel
B BO3pAcTe JI0 5 JIET ¢ Pa3IMYHBIMH METa0OINYeCKHU-
MU Oose3HsMu. Takue OTKIOHEHMS XapaKTepU3yoT
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kak Peiio-nomo6HsIit cunapom [17]. Dta nmatonorus Mo-
KeT OBITh 00YyCJIOBJIEHA TaK)Ke HACIIeZICTBEHHBIMH Ha-
PYIICHUSIMHA OKHUCJICHUSI KHUPHBIX KUCJOT, ne(umurom
CPEIMHELICTIOUCYHON allUI-KOAH3UM A-JIETHIPOTEHA3HI,
nedekraMu B MeTabOIU3ME aMHHOKHUCIIOT WM B IIH-
KJIe oOMeHa Mo4eBUHBI [11, 36].

JncyHKIINS MUTOXOHIPUH MOXKET UMETh BTOPHY-
HBIH TTPHOOPETEHHBIN XapaKTep, COMPOBOXK/Iasi OCHOB-
HOH maromoruyeckuii mpouecc [17].

MuTtoxoHpuagbHble OONE3HU TPYAHBI I JTHa-
rHocTukd. OJlHA W Ta K€ MYTalus MOXKET BBI3BIBAThH
pasHbIe CHMIITOMBI, @ OIWH W TOT K€ KIMHUYECKUH
¢eHotun — ¢GopMHUpOBaTh pasHble MyTanuu. Jns
IOCTAaHOBKH guarfHo3a Mb BakeH KOMIUIEKCHBIN IIOH-
XOJl, OCHOBaHHBII Ha TeHEAIOTUIECKOM, KITMHIYECKOM,
OMOXUMHUYECKOM, MopdororndeckoM (TUCTONOTHYE-
CKOM), MOJIEKYJISIPHO-TEHETHYECKOM aHamu3e [32].

BaxHO y4uTHIBaTh, YTO TUTIEPIAKTATEMUS SBIISETCS
Beylleil OMOXUMHUYECKON aHOoMaluel y nereit ¢ MB,
U TpU OTCYTCTBHH THIIOKCHH €€ CIeIyeT paccMarpu-
BaTh KaK OCHOBHOW MapKep IUIsl MOITBEPXKACHUS Ha-
pymeHnii MeTaboam3Ma MUTOXOHIpHUI [24].

JlakTaT-aumMao3 SBISETCS KIMHUYECKUM CHHAPO-
MOM, BO3HHUKAIOIIUM TPU IOBBIIICHHHA YPOBHS JIaK-
TaTta KPOBH BCJIEJCTBHE €T0 THIEPIPOAYKIMUA ¥/HITN
CHIDKEHUS mmMuHanmmu [15, 26], a Takxke Qopmoii
MEeTa0OIUIECKOTO aIu03a, O0YCIOBICHHOTO PE3KUM
YBEJIIMYCHHUEM COJICp)KaHMsl B KpPOBU Jakrara (Oosee
5,0 mmone/n) u cHmxkenueMm pH Hmke 7,35.

Jlms manmeHToB C JAKTaT-aluI030M XapaKTEPHBI
obmas c1abocTh, YCTaIOCTh, alaTusl, TOITHOTa U PBO-
Ta, myMHoe miyookoe naeixanue (Kyccmayns), yraere-
HUE CO3HAHUS, KOMa.

Ucnonp3yercs cnenyromas kiaccu(ukanus TaKrar-
anunosa [6, 15, 26]:

TN A — HAOIIOMAeTCs] MPU TUIIOKCHH W THIIO-
nepdy3un. TkaHeBasl TUIIOKCUS Pa3BUBACTCS IIPH OT-
paBiaeHun CO, TsSKEIOH acTME W TSAKEIOH aHEeMUH,
HEJI0CTaTOYHOCTH KPOBOOOpAIIEHUS, OTEKe IJIETKUX.
l'mmonepdysust pa3BuUBaeTCs TakKe B COCTOSHHH
moka (KapauOTeHHOTO, TeMOPParuyecKoro, CEmTH-
YECKOT0);

i B — BO3HHMKaeT TpU HOPMaJIbHON OKCHIe-
Hary TkaHeidl. Ero Taxke Ha3bIBArOT «MeTadosmde-
CKHM», TaK KaK €ro MPUYNHOW MOTYT OBITH IaTOJIOTHS
neuenn, nouek, CJI. Ilompasmensercs va 3 monaTuna:

B1 — mnpu yxke cymiecTByronieM MeTadoIu4ecKoM
3aboneBannu (CJl, O0Ne3HN MEYSHH U ITOYEK, HEKOTO-
peie MH(pEKINH, HEOIUTaCTUYECKHE IPOIECCHl, CYyIO0-
POXHBIN CHHAPOM, TPAaBMBI U Jp.);

B2 — o0ycnoBieH HEeKOTOPBIMHU TpernapaTamMu Hin
snamMu (aneTaMUHO(EH, CaTUIIIIAThI, OUTyaHUIbI, KO-
KauH, AUATUIOBBINA 3(hUp, METaHOI, ITAHOI, TeO(DUIIH

v 1p.);

B3 — BKJIIOUAeT OCTATOYHO PEAKUE BPOXKICHHEIC
AHOMAJIMH, CBSI3aHHBIE C HApPYIICHHEM MHUTOXOHAPH-
aITBHOTO OKHUCIICHHUS THpPYBaTa.

Tun A — HanboJjiee 4acTo BCTPEUAOIIUICS B KIIH-
HU4Yecko npaktuke. Tunm B — paccrpoiicTtBa nas-
HOTO THIIa HE COMPOBOXKIAIOTCS TKAHEBOW T'HITOKCUEH
BIUIOTH [0 TCPMHUHAIBHBIX CTAaIuii 3a00JeBaHUM.

JlakTar-anmmo3 (MOJOYHOKHCIAs KOMa) — KpaiiHe
penkoe, oueHb OMACHOE OCJIOKHEHHE JIaKTaT-ali103a,
BBI3BAHHOE HEKOTOPHIMHU MATOJIOTHYECKUMU COCTOS-
HUAMU (3200JI€BaHUSMH WIIM CHHIPOMAaMH), KOTOpPOE
MOXKET 3aKOHUYUTLCS JIETATbHBIM HcxomoM [5, 15, 20].

BrisiBieHHe TpUYHMHBI JaKTaT-anuno3a u - audde-
peHIManbHas JUarHOCTHKA €ro THUIA CYUTAIOTCS pe-
maromuM (akTopoM Jisi BEIOOpa CTpaTeTuy JICYCHUSI.
B xausectBe (akTOpOB, CMOCOOCTBYIOMIMX DPa3BUTHIO
JAKTaT-alu103a, MOTYT PacCMaTPUBATHCS CIEAYIOIIHE
COCTOSTHUSI: MH(PEKIMOHHBIE W BOCTAJIHUTENbHbIE 3200~
neBaHusi, MmaccuBHble KpoBoteueHnus, Mb, C/I. Berpe-
YaeTcs Yalle y B3POCHBIX 10 MPUYUHE XPOHUIECKOTO
AIKOTONTU3MA W JIPYTHX WHTOKCHKAIWH, TSDKEIbIX (u-
3UYECKUX HArpy30K, IEUEHOUYHON WM NOYEYHOU Hello-
cratounoctu [15]. [loutn monoBuHA CIy4YaeB TAKEIO-
ro JIaKTaT-aluo3a MpuxonuTcs Ha marueHtoB ¢ C/I.

Jlakraranmpornueckas koma (JIAK) y 6ombabix CJJ
BcTpeuaercs 3HaunTensHo pexe (0,006-0,008 %), uem
nuabetnueckas keroammmoTrmueckas koma (JJKAK).
JIAK npu CJ{ pa3zBuBaercsi BCIACACTBHE M30BITOYHOTO
HaKOIUICHUSI B KPOBU M TKAaHSIX MOJIOYHOM KHCIOTHI,
YTO, B CBOIO OYepelb, MPUBOINUT K anuaosy. [lpeapac-
royrararoT K pasButuio JIAK y Takux marmeHToB TsoKe-
JIbIe COMYTCTBYIOIIHE 3a00JIeBaHUS CEpJIeUHO-COCY/IHU-
CTOM M ABIXaTENBHOM CHUCTEM, TedeHH, modek [1, 25].

Kmuauka JIAK pasBuBaercs OOBIYHO JIOCTATOY-
HO OBICTPO, B TeUEHHE HECKOIBKUX YacoB. Y OOIb-
HBIX TOSIBIISIOTCS JKak/a, TOITHOTA, PBOTA, TOJIOBHEIE
Oosn, 6onu B kuBOTE, NU(QY3HBIE MBIIICYHBIC U 3a-
IpyAMHHBIC OOJH, Y4YallleHHE JbIXaHUs, COHJIMBOCTb
i OecCoOHHMIA. B TUHAMHKE COCTOSHUE TAIlMEeHTOB
nporpeccuBHO yxyamaeres [1, 5, 19]. OrcyTcTByroT
npusHaku, xapakrepusie i JIKAK (cyxocts koxw,
CIIM3UCTHIX 00OJIOUYEK U SI3bIKA, 3araxa aleToHa B BbI-
IbpIxaeMoM Bo3nyxe). Het xeronemmun.

Hus JIAK mpu CJ] xapakrepHbl: daie HeOobIas
TUMEPTIINKEMUS (MHOT/Ia HOPMOTIIMKEMHUS ), KOHIIEHTpa-
LMl MOJIOYHOM KHCJIOTHI B ChIBOPOTKE >4,0 MMOJIB/II,
cHmwkenue pH kposu <7,35, cHMKEHME TakKe KOH-
ueHTpauuu  ruapokapbonatneix  umonos (HCO,)
o 10 mmone/m 1 HUKE (B HOpME 0Koilo 20 MMOJIB/I).
BrisBistrorcst rumnepa3oTemMust M TUIIEpaunuaeMus [5].

Jleuenne npu JaKTaT-alMA03€ HYKHO HAYMHATDH
B COOTBETCTBHM C TMPUYMHOM, KOTOpasi €ro BbI3Baja.
IIpu xponuueckod MNOYEUHOM HETOCTATOUHOCTU He-
00XOAMMO TIPOBECTH TE€MOJHWANN3 WM TEPUTOHEAIh-

@ [lenmarp. 2021.T. 12. Bein. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



OB30PbI /REVIEWS

59

HbIi uanu3, npu Cll uCKIounTh NpueM OUryaHHIOB.
OnHOBPEMEHHO HY)XHO HOPMAaJIM3HMPOBaTh Iapame-
Tpbl BHyTpenHen cpenst — pH, pO,, HCO,, Na’, K~
[1, 21].

JlakTar-anumo3 NpeacTaBIseT CEPbe3HYI0 Yrposy
U3-3a2 BBICOKOTO PHCKAa OTEKa MO3ra W JICTAJbHOIO
ncxozna. BeposATHOCTb cMEepTH MHOBBIMIAETCS IPU OT-
CYTCTBMH MEIUIIMHCKOM IMOMOIIH B ONMKaiIine Jacel
MocJie BOSHUKHOBEHUS TNEPBBIX CHMIITOMOB.

Ha nmorocnuransHOM 3Tame HEOOXOOUMO HCIONb-
30BaHKe MHQY3UH (QU3HOJIOTHYECKOIO PAacTBOPA, OK-
CUTC€HOTEPAIIHUIO.

OcHoBHBIE TPUHIMIEI JTeueOHo# TakTuku JIAK mpu
CJ1 B peaHMMallMOHHOM OTAEJICHUH WU OT/EJIEHUH WH-
TEHCHUBHOM Tepanuu He ominyarotrcst ot Tepanuu [JKAK,
OIHAKO HMEIOT psaa ocobeHHocTed. MHcynnHOTEpa-
U0 TIPOBOAAT MuUKpocTpyiHbIME [0,05-0,1 en/(kr4)]
BHYTPHBEHHBIMH BBEJCHUSIMH Ha 5 % TIIOKO3E B CBS-
31 C HEBBICOKMMH YpOBHSAMH INMKeMuu. Benymiee
3HaUCHHE HMMEET YCTpaHEHHE anuao3a. B Tsokenbix
ciayvasix, npu ypoBHsx pH kpoBu 7,0-7,1 u Huxe,
JieYeHNe BKJIIOYaeT BHYTPHBEHHOE KarelbHOE BBelle-
HHEe OukapOoHaTa HATpHsl, NEPUTOHEATbHBIN IHAaJH3
WM TeMOJNAIN3, UCKYCCTBEHHYIO BEHTWIALIMIO JIET-
KHX, MEINKAMEHTO3HYIO KOPPEKIHIO COMYTCTBYIOLIMX
3aboneBanmii [1, 5]. K coxamenuto, mporHo3 mpu Jiak-
TaTAlUJOTUYECKON KOME HYacTO HEOIarompHsITHBIH.
JleranpHoCTh mocturaer 70—80 %.

IIpn ycranoenenHom nuarHoze Mb mpoBoguTcs
[IaTOTCHETHYECKOE U CHMITOMATHYECKOE JICUCHHE,
IIOCKOJIbKY JICYEHHE II0KAa TOJBKO pa3padaTbiBaeTCs.
Tepanus ocymiecTBIsSETCS SHEPTOTPONHBIMU Tpenapa-
TaMH, K KOTOPBIM OTHOCSIT: KO(aKTOpPbl 3HEProoOMeHa
(Butamuubl rpynnel B, PP, L-kapHUTHH), aHTHOKCH-
mantel (ButamuHbl C, E), BemectBa, mepeHOcsIe
9MEeKTPOHBI (KodH3UM Q, TtuToxpoMm C, sHTapHas KHUC-
JI0Ta), HalleJeHHbIE Ha HOPMAaJHM3alUI0 MEeTadoIn3Ma
n obecrieueHre aJeKBaTHOM HHEPreTHKH MHUTOXOH-
Opuil. B nedeHnn oueHb BaXHO COONIOACHHE THETHI,
pPEeKUMa JO3MPOBAaHHBIX HAarpy30K, MEANKAaMEHTO3Has
KOppeKIHs HEOTIOXHBIX coctostHui [17, 32]. K co-
)KajneHuo, Mb ¢ TpynoMm NOAJNAITCs JIEUEHUIO.

3AKNTIOYEHME

OmueHka ypoBHS JIaKTaTa BaKHA KaK CIICIMAJINCTa-
MH B OTJCIICHHUSAX pEaHWMAllMd W WHTCHCUBHOH Te-
pamnuu, XUpYpruau, TPaBMaTOJIOTHUH, POAJOMAax M Tie-
pHHATAIBHBIX IEHTPaX, CHOPTHBHOW MEIMIMHE, TaK
W TeAuaTpaMyd IIHpokoro mpoduiast. Heobxomnmo
oOpamath BHUMaHHME Ha HM3MCHEHHE KOHLCHTpPAIUN
JlaKTaTa KpOBH, YMEThb OLEHHUBATh BBIPAKEHHOCThH T'H-
NepiakTaTeMUH, aHaJU3UpPOBaTh BO3MOXKHBIC MPUYH-
HBI €€ BO3HUKHOBEHHS, COIMOCTABIISATh C KIMHUYESCKH-
MH OTKJIOHCHHSMH B COCTOSHHHM 3IIOPOBBSI peOeHKa.

Wsmepenue sakrata kaxaple 1—2 4 HE0OXOAUMO B Hau-
Ooylee OCTPBIX CHUTYalHsAX, YYUTHIBAS HEOIArompusiT-
HBII TPOTHO3 IS 370POBBS M JKU3HU MAIlUEHTA TIPH
pasBUTHH JakTaT-anuno3a. OYeHb BBHICOKHE YPOBHHU
JIaKTaTa CBA3aHBI C BBICOKMM YPOBHEM JICTAJILHOCTH.
PanHee BBIBICHHE W TIPEONIOJICHUE THUIIEPIAKTATEMUIH
B OTUX CIy4asX MOXKET OBITh KIIOYEBBIM MOMCHTOM.

B cnydae 3HAYMTENHRHOTO YBETWYCHHS JIAaKTaTa
B KPOBH U MPOTPECCUPYIOLIETO HAPYIICHHUS COCTOSHUS
MalMeHTa, EeANATP AOKEH 3HATh allTOPUTM ICUCTBUIA
MIPH Pa3BUTHH JIAKTATHOTO aIlH[03a.
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