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Jlednuymt nUpyBaTAErHIPOreHA3HOTO KOMILIEKCA — peIKoe MUTOXOHIPHAJIbHOE 3200J1eBaHIe, XapAKTePU3YIoLIeecs INMPOKUM CIeK-
TPOM HeiipOMeTa00INYeCKUX NPOosIBJIeHHi. 3a00/1eBaHNe BbI3BAHO HEJOCTATOYHOCTDIO 3TOr0 MYJIbTH(EPMEHTHOTO KOMILIeKca, oec-
MEeYNBAIONIET0 HHTETPALMIO MPOAYKTA YIIEBOJHOTO 00MEHA — MUPYBATA B SHepreTHdecKuii Metadom3m kietku. Hanbonee yacro
NPUYMHOM Ae(PUIUTA YKA3aHHOTO KOMILIEKCA cyKaT myTauuu B rene PDHAI (Xp22.1), komupyiomero E1-anbda-cyobeaunmiry.
IIpencrapieHo KIMHUYECKOE HADIIOAEHHE 32 MAJILYMKOM C Ae()UIMTOM NUpyBaTAernaporenassl. J{narno3 ObL1 mocTaBjieH HA OCHO-
BAHMU COBOKYNHOCTH KJIMHMYECKHX, JA0OOPATOPHBIX U MHCTPYMEHTAJILHBIX IAHHBIX: OTCTABaHUE B (PU3MYECKOM M ICHXOMOTOPHOM
pa3Butuu, 1uddy3nas MplieyHasi TMIOTOHMS, JAKTAT-ANUI03, HEBPOJIOrHYECKHE MPOSBJIEHHUS, UBMEHEHHsI CUTHAJIA B 00JacTH
Tajamyca (110 JaHHBIM MATHUTHO-PE30HAHCHOW TOMOTPa(uM roJI0BHOTO MO3ra), BbIsIBJIEHHE reMU3UrOTHON MyTanuu B 12-M 3K30He
rena PDHA1I npu npoBenenun 3k30muoro cekpenuposanus JIHK. PeGenok noayyaer MmeTadomueckyio Tepanuio, Ha ¢one KoTopoit
0TMeYaeTcs MOJIOKHUTEIbHAS TUHAMHUKA.

ITomuepkHyTa BAXKHOCTb CBOEBPEMEHHOTO OCYIECTB/IEHHUS JMATHOCTHYECKOTO MOUCKA M HAYaJIa MeTadoimyeckoii Tepanun. I163anee
YCTAHOBJIEHHE IMArHO32a MPUBOIUT K HEOOPATUMBIM OCJIOKHEHHSIM M 3HAYUTEJIbHO YXY/IIIAET KAYeCTBO XKU3HH OOJIbHBIX.

Karouesote caoea: demu, mumoxonopuanvroe 3abonesarue, deuyum nupysamoe2uopoeeHasol.

Ansa umtupoBanus: Bonrura C.5., Xanuwynamna 4.4., Hukonaesa E.A., CavigynnvHa P.M., LLlakupoBa A.P. Jeduunt nupysataernaporeHas-
HOro Komrsiekca — peakoe MUTOXOHApuaibHoe 3aboneBaHvie y 4-netHero masnabuvika. Poc BectH nepuHaton v neamarp 2020; 65:(2): 86-91.
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Pyruvate dehydrogenase deficiency is a rare mitochondrial disease characterized by a wide range of neurometabolic manifestations.
The disease is caused by insufficiency of this multienzyme complex, which ensures the integration of pyruvate (the carbohydrate
metabolism product) into the cellular energy metabolism. This complex deficiency is mostly caused by the mutations in the E1 alpha
subunit-encoding PDHAI (Xp22.1) gene.

The article presents a clinical case of a boy with pyruvate dehydrogenase deficiency. The patient was diagnosed on the basis of a
combination of clinical, laboratory and instrumental data: retardation in physical and psychomotor development, diffuse muscle
hypotension, lactic acidosis, neurological manifestations, thalamus signal changes (according to magnetic resonance imaging of the
brain), hemizygous mutations of the 12th exon of the PDHA1 gene during exomic DNA sequencing. We observed positive dynamics
against metabolic therapy.

The authors emphasize the importance of the timely diagnostics and initiation of metabolic therapy. Late diagnostics causes irrevers-
ible complications and significantly worsens the quality of patient’s life.
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Boneuna C.4. u coasem. Jebuuunt mapyBaTaerniporeHa3HoOro KOMILIEKCa — peIkoe MUTOXOHIPHATbHOE 3a00JIeBaHNE Y MATTbYNKA 4 JieT

noxuresbHO MeHee 1 Ha 1 000 000 (opdanHOe 3aboie-
BaHUE), B UCTOUHUKAX JUTEPATypbl UMEIOTCSI CBEACHUS
oosiee yeM 0 400 GosbHBIX [1].

3aboJjieBaHMe BbI3BAHO HEIOCTATOYHOCThIO MUPYBaT-
NETMIPOTEHAa3HOr0  KOMILIEKca,  MPeICTaBJIsIIOLIEro
Cc000#1 CIOXHYIO CTPYKTYpPY, BKJIIOYAIONIYI0 HECKOJBKO
0OEJIKOBbIX KOMITOHEHTOB M KO(haKTOpOB, B TOM 4YUCIE
3 su3uMa — El1, E2 u E3. Ou3um El1 (nmupyBaTneruapo-
reHasza) TakKe WMEET CJIOXHOE CTPOEHUE M COCTOMT
u3 2 anbda- u 2 Oera-cyorenuHuil. Hambosee vacto
MPUYMHON OOJIE3HU CIYXUT Ne(eKT CyObeauHUIIbI
El-anbda, xoropyto komupyet reH PDHAI, nokanuzo-
BaHHBI Ha KOPOTKOM IuIeYe XpoMocoMmbl X (Xp22.12).
Tun HacnemoBaHusl 3Toil opmbl 3aboneBaHus X-cClie-
TUIGHHBI TOMWHAHTHBIM. MyTalum B ApYyTUX TeHax,
KOIUPYIOIIUX CTPYKTYpPbl —MUPYBATAETUAPOreHA3HOTO
KOMILJIeKca, HACAEeaYIOTCsI MO0 ayTOCOMHO-PELIECCUBHOMY
TUITY ¥ BCTpEYarOTCsI ropas3no pexe [2].

B HopMe nupyBataeruaporeHa3Hblii KOMIUIEKC QyHK-
LIMOHUPYET HAa KOHEYHOM dTarle Katabou3ma yrjieBoioB,
obecrieunBaeT TpaHchoOpMalLMIO MUpyBaTa € 00pa3o-
BaHueM aneTwi-KoA — BaxHoro cyocrpara Ijisl 1IMKIa
TpuKapOoHoBHIX KucIoT (Kpebdca). Takum obpa3om, yka-
3aHHBI SH3UMHBII KOMIUIEKC 3aHMMAET LEHTPaJIbHOE
MECTO B OMO3HEPTreTUYECKHUX Mpolieccax Kietku [1, 2].

Ilpy HeAOCTATOUHOCTH MUPYBATAECIMIPOrEHA3HOTO
KOMIUIEKca KJIMHUYeCcKasl KapThHA 00JIe3HU 3HAUUTETbHO
BapbUpyeT IO CTeMeHW TSDKeCTW M BO3pacTy Jnedlora.
Boinensior 3 OoCHOBHBbIE KJIMHMYECKUE (POpMbI: HEOHa-
TaJbHBIN JlAKTaT-alua03; MianeHyeckyto JIu-1momnooHyo
SHUEehATOMUONATUIO; OTHOCUTEJLHO TO3IHO MaHube-
CTUPYIOIIIME HEBPOJOTMYECKUE PACCTPOICTBA — aTakcusl,
NUCTOHMSI, Tepudepudeckass Heiporatusi. HeoHa-
TaJIbHbBIN JIAKTaT-alIMI03 OTJINYAETCS TSKEIbIM TEUEHUEM,
BSUTOCTbIO pebeHKa, TUIMTOTOHUEH, OTCYTCTBHEM MPUOABKU
Macchl TeJla, peClMpaTOPHbIMU PACCTPONCTBAMU, HEPEKO
couyeTaercsl ¢ rurnepamMmmoHuemuei. OmnucaHbl ciaydyau
C aHOMaJMsIMU TOJIOBHOTO MoO3ra M IUCMOPGU3MOM
JIMLIA — Yy3Kasl TOJIoBa, JUIMHHBINA (QUIBTP, IIMpOKas rnepe-
HocMIIa M paclidpeHHbie Ho3apu. [lpu JIn-momoGHoI
SHUehATOMUONATUM TIEpBble MPU3HAKU OOBIYHO TOSIB-
JIA10TCsl Ha 4—8-M Mecsile XKU3HU: OTcTaBaHue B (husu-
YECKOM U TICUXOMOTOPHOM pa3BUTUM, TOTEepsl paHee
MPUOOPETEHHBIX HABBbIKOB, TMIOTOHUSI W JUCTOHUS,
CYIOPOI'M, aTaKCusl. XapaKTepHble U3MEHEHUSI ONpeesi-
I0TCSI Ha KOMITBIOTEPHOI TOMOTpaMMe TOJIOBHOTO MO3ra:
W3MEHEHWEe CUTHajla B 00JacTh 0a3ajJbHBIX TaHIJIKEB,
a TakXKe BEHTPUKYJIOMETalIMsl, areHe3us MO30JIUCTOrO
tena. [lpu nmos3gHo MaHudecTupytouieii popme 00e3HU
MepBble CUMIITOMBI MOTYT BO3HUKHYTh B MIEPUOJIbI CTpecca
WIA WHTepKyppeHTHoro 3aboneBaHusi. Habmomarorcst
IIATKOCTh TOXOIKHW, MbIIIeYHas CJlad0CTh, SMU30/bI
NIUCTOHUU U CMACTUKU, KOTOPbIE YCYTYOJISIIOTCSI BO BpeMst
dusnueckoit Harpy3ku. buoxumuyeckue HapyuieHUs
MpY BCeX KIMHMYECKUX (DopMax 3a0ojieBaHuUsI BKIIOYAIOT
MpeXae BCEro MeTaboIMYeCKUit aluao3, TUIepnupyBar-
U TUTiepiakTaTamuaemuto [1-3].

st ycTaHOBJEHUS IMarHo3a IPOBOMAT UCCIeno-
BaHUWE KPOBU C BbISIBJICHUEM MUPYBAT- U JJaKTaT-al1103a,
onpeaessiioT GepMEHTHYIO aKTUBHOCTb MUPYBATAETUIPO-
reHasbl B JumdonuTax wim (puodpodracrax. st oKoH-
YaTeJIbHOTO TMOATBEPXKACHUSI JMarHo3a OCYIIECTBISIIOT
MOJIEKYJIIPHO-TEeHETUYECKOE UCCliefoBaHue [4].

I[Mpu nmuddepeHINANIBHONR AUATHOCTUKE CJEIyeT
WCKJIIOYaTb [pyrve IPUYMHBI TIEPBUYHOIO JIaKTar-
anuno3a (OpraHM4ecKue auuIypyUd, HapylIeHUs TIIO-
KOHEOreHes3a, UIMPOKUI CHEKTP MUTOXOHIPUATbHBIX
3a00J1eBaHU, 00YCIOBAEHHBIX AeheKTaMu 3JeKTPOHHO-
TPAHCHOPTHOM LIETIN, MOYEUYHBI KaHAJIbLIEBBIA alua03
U Ap.), nepuHataibHyto narojoruto LIHC, cnuHanpHyo
MBIIIIEUHYI0 aTpoduto u ap. [5].

BaxHo momguepkHyTh, YTO crienuduryeckas Tepanus
HEIOCTAaTOYHOCTU  MUPYBATAETUAPOT€Ha3HOTO  KOM-
TieKca 1o cux Mmop He pazpadboraHa. OmHaKO TeyeHUe
3a00s1eBaHMs 00JieryaloT obecredyeHreM MalyeHTa alb-
TEPHATUBHBIM MCTOYHUKOM dHepruu. C 1Leiblo yMEeHb-
IIEHUs] CUHTE3a U HAaKOIJIEHUs] MUpyBaTa TaKUM NETSIM
pPEKOMEHIyeTCsl COOI0AATh AMETY — HU3KOYTJIEBOAHYIO,
00O0rallleHHYIO XUPaMU, a MPU YXYALIEHUU COCTOSIHMS,
HAJIMYMUMU TUCTOHUYECKUX SIBJIEHUN Ha3HAYaeTCsl «KEeTO-
TeHHas» nueTa. JOTMONHUTEIPHO WCITONB3YIOT THAMUH
Kak KohakTop (hepMEeHTOB LIEHTPAIBHOTO METab0JIU3Ma,
KapHUTHUH U JIUTTOEBYIO KUCIOTY [6, 7].

KommiekcHoe — jieyeHue — yaydlllaeT  COCTOsSIHUE
OOJIbHBIX, OJJHAKO MPOTHO3 OCTAETCS HEOJIArOMPUSTHBIM
C TOYKM 3peHUs] Pa3BUTUSI peOeHKa U MPOAOIKUTENb-
HocTu ero xu3Hu [1, 2]. C uenbto npoduiakTuku 3a60-
JIeBaHUsI B MepUOJ TUIAHUPOBAHUSI OEPEMEHHOCTU Tape
C paHHee BbISIBIEHHBIMU CIy4asiMM HEIOCTaTOYHOCTU
MUPYBATAETUIAPOTEHA3HOTO KOMIUIEKCAa PEKOMEHIYETCs
MpoBeicHUE PeHaTaIbHON TMarHOCTUKHU.

[MpencraBisieM coOCTBEHHOE HAOMIONEHWE MallMeHTa
¢ 9TUM opdaHHbBIM 3200JI€BAHUEM.

Knunnyeckuii ciydaii. Manbuuk A., 4 rona, mOCTYITII
B TeAauaTpuyeckoe otaesieHue JleTckoil pecryOnuKaH-
CKOI KJIMHUYECKOM OOJbHUIIBI C TMATHO30M: BUpPYCHasI
UHMEKIMsA ¢ KUIIEYHbBIM CUHIPOMOM, BpPOXIAEHHAsK
nporpeccupyoomas aucrpodus. KaaoObl Mpu MOCTY-
TUIEHUU Ha 3aePXKKY MCUXOPEeYeBOT0 pa3BUTHUSI, ITOTEPIO
MOTOPHBIX HaBBIKOB, C1a00OCTb, HapyllEHWE TJIOTaHMS,
nepuoanyYeckre 601 B KUBOTE.

M3 aHamHe3a M3BECTHO, YTO PEOEHOK POIMICS
OT TMepBOii OepeMEHHOCTH, TEPBbIX CPOYHBIX POIOB
¢ Maccoii tena 2700 1, muHO 49 ¢M, OLIEHKOI MO 1IKajie
Arnrap 1/2 6Gasuta, 3akpuyall IOCJie CaHAlIMM BEPXHUX
JbIXaTeJbHbIX MyTeil. bepeMeHHOCTh MpoTekana Ha (hoHe
KOJIBITUTA, TpaxenTa Ha cpoke 34—36 Hen. K rpymu nipu-
JIOXEH B MEpBbIi AeHb ku3HU. BakumHupoBaH BILI2K
B POIMUJIBLHOM JioMe. Bbinucan Ha 5-#1 IeHb ¢ IMarHO30M:
nocyieacTBusl neprHaTtanbHou maronorun LIHC, uepe-
opanbHas umemust 11—I11 crernenu, 3agepxxka BHYTpUY-
TPOOHOTO Pa3BUTHUSI, TUMOIJIACTUYECKU I BApUAHT.

MoTopHOe pa3BUTHE MNPOTEKAJO C OTCTaBAHUEM:
TOJIOBY JEPXUT ¢ 8§ Mec, cuauT ¢ | roma 7 mec, XOAUT
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¢ moazepxkoii. HeogHokpaTHO o0cienoBaics U JeUncs
B HEBPOJIOTMYECKOM OTIEJeHUU OOTbHULIBI C AMATHO30M:
nocJyieACTBUS nepuHaraibHoit matonoruu LIHC B hopme
TUINEPTEH3UOHHO-TUIPOIIeDATbHOTO CUHApPOMA, IU(d-
(y3HO# MBILLIEYHON TUIOTOHWU, 3aAEPKKU MOTOPHOTO
U peyeBoro pasputus. Ha MarHuUTHO-pe3oHaHCHOM
TOMOTrpaMMe B TIOJYyLIApHUsIX OOJBIIOTO MO3ra ObUIM
OTMEUYEeHbl AUCUUPKYISTOPHBIE OYard, Ha TOMOIpaMMe
MO3BOHOYHMKA MAaTOJIOTMU He BbIsIBIIeHO. 1o maHHBIM
aJieKTpoMuorpaduu, MUOTEHHBII XapakTep MopaxeHui
OTCYTCTBOBaJ. B CBHIBOPOTKE KPOBM YPOBEHb KpeaTHH-
(ochokuHazpl Haxoawicsd B Tpeneaax HOPMbI. bbuia
HUCKJIIOYeHA CIMHaJbHAs MbliieyHas artpodusi Bep-
nuHra—loddmana.

B nHavanme centsiops 20191 pebGeHOK mepeHec
BUPYCHYIO HMHGEKIMIO C KUIIEYHBIM CUHIPOMOM,
KOTOpasi Hayajachb OCTPO C TIOBBILIEHUSI TeMIlepa-
Typbl Tesna 10 (GheOpUIbHOM, COMpPOBOXIAAIACh OOISIMU
B >KMBOTE, MOSIBJICHUEM XKUIKOTO CTYJa, B CBA3U C YeM
MaJIbuMK ObUT TocnuTanu3upoBad B LleHTpanbHylO paii-
OHHYyI0 OonbHMIly. Ha ¢doHe MHTOKCHUKAIMM, abaoMM-
HaAJIbHOTO U JUCIENCUYECKOro CHUHIpOMa TMOSIBUWINUCH
BSUIOCTb, HapyllleHue TiotaHus. [IpoBoawiach aHTU-
OakTepuaiabHasi (3HTepoypusi), CrIa3MOJUTUYECKAsT
(Ho-1m1a), TipoTuBOBUpYcHast (Budepon-1), mnporu-
BoauapeiitHass (cMeKTa) Tepanus. AOTOMUHAIbHBIN
U JUCTETNICUYECKUI CUHIPOMbBI KyMUPOBAINCH, TeMIle-
paTypa Tela HOpPMalM30Balach, OMHAKO COXPaHSIAach
HeBpoOJIOrMYecKkass CUMIITOMaTUKa, OTMeYajcsl per-
pecc MOTOPHBIX HaBbIKOB. C AMAarHOCTUYECKOM ILIENbIO
pebeHOK TepeBeieH B neauarpuueckoe otaeneHue Jer-
CKOM pecITyOJMKaHCKON KIMHUYECKOI OOTbHUIIBL.

KJINMHUYECKUE CJTYHAU

[Ip1 TOCTYIUIEHWM COCTOSTHWE MajlbuhKa TSIKeIoe
3a CYET IPYOBIX HEBPOJOTUYCCKUX HapyIlleHwit. Haoro-
Janack BeIpaxkeHHasT Trudy3Hast MBIIIIeIHAs] THTIOTOHMS.
PasroBopHasi peub Obl1a HEBHSITHOI, HO OOpaIlleHHYIO
pedb TIOHWMal. PermcTpmpoBaioch CIIOHOTCUCHUE,
oTCyTcTBUE (hukcauuu B3opa. [lpy rIoTaHUU KUIAKOM
nuim pebeHok rmnornepxuBaics. CyxoxuibHble ped-
JIEKCHI ¢ BEpXHMX W HWDKHUX KOHEYHOCTEW HE BBI3BI-
Bamch. Ha GoseBble BO3IEMCTBHSI pearupoBai ciado.
MeHuHreasibHble 3HaKM — OTpuliaTe/bHble. Macca Tena
14 xr (10-it mpeueHTWw1b), pocT 94 cm (10-ii mpereH-
Tib). Koka M BUIUMBIC CIIM3UCTBIE 000TOYKN YHCTHIC.
[Taromorust mpIXaTeTHbHOM CUCTEMBI He BBISBICHA. TOHBI
cepilla TPUIYLIEHbl, pUTMUYHbIE. KUBOT MSTKUIA,
0e3001e3HeHHbINA. [leyeHb BbICTymaja W3-TIOA  Kpast
pebepHoit myru Ha 4 cM, celle3eHKa He MMaTbIIipoBaIach.
Ctyn OBLT TTOCIIe KITM3MbI, MOYMJICST peTyisipHO. broxu-
MHYEeCKHe TTOKa3aTeI KPOBW OBUTH B IIpelesiax HOPMBI
(Tabn. 1), omHaKO BBISIBISUIMCH CIOBUTM KHCJIOTHO-
1IEJI0OYHOTO COCTOSIHUST KpoBH (Tab1. 2, puc. 1).

PeGenok monyvan neyeHue: 1eTpUAKCOH, AKTO-
BernH, OnbKap. Ha ¢oHe Tepanuu yaydyiiuiach
MOTOpHasl aKTMBHOCTb, ONHAKO Ha 6-if NeHb IIPeOBI-
BaHUS B CTallMOHApe MIPOM30IIIa BHE3aITHasi OCTaHOBKa
JBIXaHMsI, KOTOpasi COMPOBOXKIAIACh TOTEPEN CO3HAHMS,
OTCYTCTBMEM peaKIIMy Ha 00JIeBbIE Pa3IPaKUTEIU, OTME-
yayiach TeHACHIMS K Opamukapaum (66 yo/MuH). Hacbl-
IeHre KPOBU KHUCIOPOIOM CHU3MIOCH 10 75%. PebeHoK
OBUT MepeBeicH B peaHMMAIIMOHHOE OTAeIeHue. BaxkHo
OTMETHUTh, YTO Ha TPOTSCKCHUU JTUTETLHOTO BPeMEHU
OTMEYaJICSI BBICOKMI YpPOBEHb JIaKTaTa B CHIBOPOTKE
KpoBH (puc. 2).

Tabauya 1. IToka3aTtean GMOXMMHYECKOTO AHAIN32 KPOBU B IIepUOJ| IPeObIBAHNSA B CTALIOHAPE
Table 1. Indicators of biochemical blood analysis during hospitalization

JIHu B cTanmoHape

IToka3arennb Hopma o o - i For
OO61mii 6eIoK, I/J1 60—80 71,0 58,8 43 61
Titroko3a, MMOJIb/JT 3,33-5,55 6,01 3,90 4,73 4,83
ANAT/AcAT, en/n 11-25/23—44 15/26 10,7/20 2/28
CPB, mr/mt 5,0 0,3 0,28 3,791 0,018
MoueBrHa, MMOJIb/JT 3,15-7,58 6,0 2,9 2,2 3,2
KpearnHuH, MKMOJIB/T 27—-42 40 38 17
L-amwaza, en/n 28—100 45 29
K®K, en/n 39-308 127
D, en/n 150—-350 170,0 53
AMMMaK, MKMOJTb/JT 20—60 3,6 33,3
Ca/P, MmoJb/It 2,2—2,7/1,33—-2,06 2,37/ 1,62
Kene3o, MKMOJIb/JT 5-25,0 10,07
OXKCC, MKMOJTB/JT 41,0-77,0 50,47

Tlpumeuanue. AnAT — anannHamuHoTpaHcdepasa; AcCAT — acnapratamuHoTpaHcdepasa; CPb — C-peaktuHblii 6eok; KOK — kpeatnHdoc-
oxkunaza; D — menounas ocdaraza; OKCC — ob1iiast Kee30CBsI3bIBaIONIas CIIOCOOHOCTh CHIBOPOTKH.
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Tabauya 2. HekoTopblie XapaKTePUCTHKU KHCJIOTHO-HIEIOYHOTO COCTOSIHMS KPOBH B TEPUO/L MPeObIBAHUS B CTAIIMOHAPE
Table 2. Some characteristics of the acid-base state of blood during hospitalization

JIHu B cTanMoHape

IToka3arenn Hopma o . . o T
pCO,, MM DT. CT. 35—45 17,0 40,5 58,1 29,0 29,5
pO,, MM pT. CT. 80—100 90,1 66,2 86,2 53,3 61,0
BE, MmMoJIb/71 Or —2,5 1o +2,5 —11,8 -2,8 0,2 2,7 —0,6
K+, MmMoub/71 3,4-4,7 2,68 3,99 3,57 3,91 4,17
Na+, MMoJb/T 138—145 130 153,7 141,5 1,17 129,7

7,55

v 7,521

7,45

7,4

7,35

73

7,25

7,2

7,15

1-n 6-i 11-# 19-i 20-# 27-i 30-i 31-i 33-i

[lHn B cTalymoHape

Puc. 1. ITokazareas KucaoTHO-men09Horo coctostaus (KIIIC) — pH KpoBu B nepro/ npeObIBaHUS B CTAIIMOHAPE.
Hopma KIIIC 7,35-7,45.
Fig. 1. Indicator of acid-base condition — blood pH during hospitalization.

14
12

10

12-n  15-4  16-4  17-i 18- 20-4  22-i  22-h  23-h 27-4  30-4 314 33-1 34-h

[HK B cTaumoHape

Puc. 2. lnnaMuka u3MeHeHHs yPOBHS JJAKTATA B KPOBH B IEPHO/I PeObIBAHMS B CTAIIMOHADE.
Hopma nakrara B ceiBopoTke KpoBu 0,5—2,2 MMOJIb/ 1.
Fig. 2. The dynamics of changes lactate in the blood during hospitalization.
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C 11es1bI0 BBISIBJICHUS TIPUYMHBI PE3KOTO YXYAILLIEHUS
COCTOSIHUSI peOeHKa MPOBOIUIUCH CIIEAYIOLIME UCCeN0-
BaHUsl: yekTpodHIedanorpadusi — snuientTudopmHas
AKTUMBHOCTb HE 3aperucTpUpoBaHa; dJeKTpomMuorpadus
(CTUMYJISILIMOHHASI, WUrojibyarasi) — OaHHBIX, MOITBEP-
JKIAIOIIMX MUOTEHHBIN XapakTep MopakeHUsl, He ToJTy-
YEHO; MarHUTHO-pe30HaHCHasi ToMorpadusi roJI0BHOTO
MO3ra ¢ KOHTPaCTMPOBAaHUEM — OTMEYEHbl M3MEHEHMUSI
B TaJlaMUYEeCKUX O0JIaCTsIX, HE3HAUMTEJbHas BEHTPU-
kynoMmeranusi. [lo maHHBIM JIIOMOANBHOW TMyHKIIUMU
(Ha 8-ii IeHb rocIMTaIM3allun), JTUKBOP OECLIBETHBINH,
npo3payHblit, comepxkaHue Oenka 0,1 r/71; TIIOKO3bI
5,14 mmonb/n. Ha 9-i1 neHb 60Jie3HU COCTOSIICSI KOHCU-
JINYM Bpaueil, Ha KOTOPOM BBbICTaBJIEH IMATHO3: TPOrpec-
cupylolliasi HepoMmblllieyHas naTojorus HeaudbdepeH-
LIMPOBaHHAasl, MPEAINONOXKUTEIBHO MUTOXOHAPUAIBHOTO
re’esa. DHuedaroMuesonaTUYeCKuii CHHAPOM C MapoK-
CU3MaTbHBIMU PAcCTPOMCTBAMU CO3HaHUs. bose3Hb
HaKoOIJIeHUs?

[IpoBoaunach Merabosuyeckasi Tepamnus, B TOM
4KClie BHYTPMBEHHOE BBeJCHME BUTaMuHa B, —
100 mr/cyr, Butamuna B, — 100 mr/cyt, L-kapHuTuHa —
500 mr/cyt, untodnaBuHa 5 ma B 100 My M30TOHU-
YeCKOro pacTBopa HaTpus XJIOpUAa CO CKOPOCTbIO
50 mir/9, a Takke 15% pactBop numedocdona mmo 1,0 M
Ha 5 KT Macchl Teja, po3epuH no 0,4 M 3 pasza B 1eHb
BHYTPUMBIIIIEYHO. BaxkHO MoguyepkHyTh, 4TO Ha (hoHE
Teparuu COCTOSIHME peOeHKa 3HAYUTEIbHO YIy4IlIu-
JIOCh: OH OCTaBaJICsl B CO3HAHUM, HE 3aBUCEJ OT MoJayu
KHCIIOpoJa, Hayall CaMOCTOSITEJIbHO CHUIETh, XOAWJI
C TIOJIIE PKKOM.

Ha 11-i1 meHb mipeObIBaHUS B CTallMOHApe CTalu
MU3BECTHBI pe3yabrathl cekBeHupoBanus JIHK (manenb
«HepBHO-MbIlIeUHbIe  3200J€BaHUS»), TTPOBEICH-
Horo B jaboparopuu [eHoMen: ObUla BbISIBJIEHA paHee
He ONMCcaHHAas TeMU3UTOTHasT MyTalusl B 12-M 3K30HE
reHa PDHAI, mpuBomsias K CIBUTY paMKU CUUTHI-
BaHUs. MyTalusi He 3aperucTpupoBaHa B KOHTp-
oNbHBIX BBIOOpKax «1000 renomon», ESP6500 1 EXAC,
U, TTOCKOJIbKY OHa HapylllaeT CUHTE3 MOJHOPa3MEPHOTO
Oesika, ee caeayeT paclieHUBaTh KaK MaTOTeHHYIO.

PebGeHKy ycTaHOBJEH AMArHO3: MUTOXOHIPUAIbHOE
3abosneBaHue, JAeULMT  NUPYBATACTUAPOreHA3HOTO
KoMmIUIeKca. MajbuMK BbIIMCaH TOMOW Ha S1-f neHb
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KJINMHUYECKUE CJTYHAU

MpedbIBaHUSI B CTallMOHape B YIOBJIETBOPUTEIbHOM
COCTOSIHMM TIOJ IHCIaHCEpHOEe HaOIOAeHUE YYacTKO-
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BaxxHO OTMETWUTH, 4YTO MpM JajdbHEWIIeM HabIIo-
JIEHWU 32 TMallMeHTOM BbISIBJIEHA IMOJIOXUTEIbHAS AUHA-
MHKa €ro COCTOSIHUSI 3IO0pOBbs. B HacTrosee Bpems
B Bo3pacTe 5 JIeT 6 Mec MaJbuMK XOIUT CAMOCTOSITENTEHO,
0e3 MoIepKKH, HO HEMPOAOKUTETbHOE BpEMSI.

3aknovyeHue

Takum o6pazoM, neULIUT NUPYBATACTUAPOTeHA3Bl —
omHa 13 (HOPM TSKEITBIX HacJIeICTBEHHBIX SH3MMOTIATHIA,
XapaKTepU3yIollasicsl HapyLUIEHUSIMU DHEPreTUYecKoro
0OMeHa W TIPOSIBIISTIONIASICS HEBPOJIOTMISCKON CUMIITO-
MaTuKoOW. JIMarHOCTMKa OCHOBaHA Ha MAaHHBIX OWOXM-
MHMYECKOTO MCCIeMOBaHUS KPOBH (AIIMI03, TTOBBIIIICHUE
VYPOBHS JlaKTaTa W TMpyBaTa B KPOBU), OIpPEHCICHUS
HU3KOM aKTMBHOCTU (DepMEeHTa B TKAaHSIX M pe3yibTaTax
TEeHETUIECKOTO WCCIICIOBAHMS C BBHISIBJICHHEM MYTaIluit
TeHOB, KOHTPOJUPYIONINX CYOBbCAMHUIIBI THMPYBaTIC-
TUIPOTeHa3HOro Komruiekca. HecMmoTpsi Ha oTcyTcTBHE
BBICOKO3(()EKTUBHOTO JICUYCHUSI, B HEKOTOPHIX CITy-
yasix TeYeHWe 3a00JeBaHUS O0JieryaeT IpUMEHEHNE
npenapaToB BUTaMMHa B, a Taxxe coOmofeHNe TUETHI
C BBICOKMM COIep>XKaHWEM KHUPOB, YTO TIOBHIIIAET Kade-
CTBO JXW3HHU TAIIUEHTOB.

HeobGxonumMo MOMHMTB, 4YTO oOpdaHHbIE O00JIe3HU
oOMeHa BeIIeCTB B CBOeM Ae0l0Te MOTYT CKPbIBATHCS
MO/l MAaCKOIl MHOTMX IPYTMX 3a00JieBaHUI CO CXOXUMU
NPOSIBICHUAMU. DTO 3aTPYAHSET IMAarHOCTHKY, IpU-
BOINT K TO3MHEW Bepu(PUKAIMKM TUArHO3a, OTCPOYCH-
HOMY HavajIy JIeYeHHs U B OOJIBITMHCTBE CITyIacB K Heo-
OpaTIMBIM TIOCTICICTBUSM JUTS TTAIlACHTA.
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