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YTBEPKIEH B KAYECTBE JOKYMEHTA:

XV HaumoHanbHbIM KOHrpeccom TepaneBToB 19 HoAdpa 2020 T.
XXIII cbe3pom HayuHoro obuiecTsa ractposHteponoros Poccun (HOMP) 19 Hosbpsa 2020 T,

MEOVUMHCKNE NPODECCMOHAJIbHBIE HEKOMMEPYECKE OPTAHMU3AUMK - PASPABOTHYMKN

Poccwiickoe HayuHoe MeamLMHCKoe 0buiecTso TepanesTos (PHMOT)
HayuHoe 06uiecTBo ractpo3HTeponoros Poccuu (HOMP)
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Given the large number of reports on the peculiarities of liver lesions during the Sars-Cov-2 infection [1], a team of experts

who participated in the 23rd Congress of the Scientific Society of Gastroenterologists of Russia and 15 National Congress
of Therapists of November 19, 2020 decided to make additions to the Russian Consensus of “Hyperammonemia in Adults”
published early 2020 [2, 3].
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YunTbiBas 6oMblIOe KOMMYecTBO COOBLIEHUI 06 0CODEHHOCTAX NOPaXeHUAX neyeHr Npu HdMuMposaHum Sars-Cov-2 [1],
KONMNEKTVB 3KCNepToB, MPMUHUMABLUMX yyacTve B paboTe 23 cbezga HOMP 1 15 HaunoHanbHOro KOHrpecca TepanesTos OT
19 HoAbpa 2020 1., NPUHAN peLueHre 0 BHeCeHWY AONOMHEHN B TEKCT onybnunkoBaHHoro 8 Hauyane 2020 r. Poccuiickoro

KOHCEeHCYca «[MnepaMmmoHvemMunm y B3pocnbix» [2, 3].

NOJIOMKEHUE 1

B3aumHo TpaHchopmupytowwmecs, 6ronornyeckn akTuBHble Monekynbl (ra3 ammuak NH? u katon ammonua NH*)
ABNATCA OAHUMU U3 KOHEYHBIX NPOAYKTOB KaTabonuama 6enka, BbipabaTtbiBaloTCA COOCTBEHHBIMM TKAHAMM U ypea-

3anpoayumpyowmnmmn 6aKTepVIﬂMVI opraHusma.

Kommenmapuu:

Merabonusanus aMMuaka MpOUCXOAUT IpeUMYyIiie-
CTBEHHO B K/IETKaX TIeYeHU U MBIIIIEYHOI TKAaHU IIyTeM
CMHTE3a MOYEBMHDI 1 I/Ty TAMIHA, KOTOPbIE BBIBOJATCA U3
opraHmsMma c MOUYOI1, KaJIoM U BbITPIXa€MbIM BO3[TyXOM.

OCHOBHbIE MEXaHM3MBI 06pa3013aH1/m aMMMaKa
B OPTaHM3ME€ Y€/I0BEKaA:

1. HeoxucnmurenpbHoe Ae3aMIHIPOBaHVe HEKOTOPBIX aMI-
HOKMCTIOT (CepyHa, TPEOHVHA, TUCTU/VHA) B IIeYeH.

2. OKucmuTeNnbHOE fe3aMUHYPOBAHNEITy TAMUHOBO
KICJIOTBI BO BCEeX TKaHAX (KpOMe MBIIIEYHOII), 0CO-
6€eHHO B IIeYEeHN U ITOYKaX.

3. JlesaMmuHMpOBaHNE aMU/IOB ITTyTAMMHOBOI 1 acIia-
ParMHOBOIL KMCIOT B II€YEHM ¥ TOYKAX.

4. Kata6onnsm 61MOreHHbIX aMIHOB — BO BCEX TKAHAX,
B HanOOJIbLIIEN CTEIIeH) B HEPBHOII TKaHU.

5. TupponuTudeckoe fesaMUHUPOBaHVE B MHTEHCHB-
HO pabOTAOIMX MBIIIIAX.

6. Pacnaj aMMHOKMCIOTHI I/TyTaMIHA — OCHOBHOTO
MCTOYHMKA 9HEPTUU KIETOK C/IM3MUCTOI 000T0YKM
KUIIIEYHMKA B TOHKOW KUIIKE.

7. Pacnaj nypuHOBBIX ¥ NV PUMUAUHOBBIX OCHOBa-
HUIT — BO BCEX TKAHAX.

8. OcymecTBeHMe )XU3HeeATeIbHOCTY ypeasanpo-
AYLUPYIOUINX MUKPOOPTaHN3MOB B JKeyJKe, TOM-
CTOJ KMIIKE I MOYEBBIBOAAIINX My TAX.

3HaunTeIbHBIE KOMMYIECTBA aMMUaKa 06pasyoT-
cs1 B pe3y/nbrare MeTabonm3Ma KUIIeYHbIX GaKTepuit
B TOJICTOII KUIIKe, OTKYAa aMMMaK IIOCTYIaeT B KPOBb
BOPOTHOI BEHO3HOI! CHICTeMBI. B HOpMa/TbHBIX yCTIOBMAX
nedeHb ObICTPO M3B/IEKAET AMMUAK 113 KPOBY BOPOTHOI
BEHBI I 00e3BPEXIUBAET €T0, IOITOMY KPOBb, BBIXOfISI-
1[ast U3 IeYeHM, IPAKTIIeCK He COIEPXKUT aMMuaKa [4].

Jo 99% mpu dpusmonornyeckux sHadeHnax pH rer-
KO IIpeBpalllaeTcs B MOH aMMOHN A, KOTOPBI He CIIO-
cobeH MPOHMKATH Yepe3 OGuoorndecKme MeMOpaHel
U ITO9TOMY 3aflep>KMBaeTCs B KIEeTKe.

AMMUaK — TOKCUYHBIII Ta3, Y 37[0pOBOTO YeIoBeKa
IPUCYTCTBYET B KPOBU B OTHOCKUTETBHO HEeOOMBIINX
KOHLeHTpanusx (25-40 Mxmonb/m). CopepkaHie CBO-
601HOro aMMMaKa B KPOBU IIPeCTaB/IEHO TNILD CTIeH0-
BBIMU KOIMYECTBAMI, He 6osiee 1% BelecTBa B BOJHOI
cpefie KpOBM LIMPKY/INPYeET B cBOOOHOI opMe.

HopmanbHas KOHIIeHTpanusa aMMIaKa B KpOBHU He
ompefesieHa MeXAYHAPONHBIMU CTAaHAAPTAMU, 1103~
TOMY 3aBMCUT OT METOAVKM M PeaKTUBOB, IPUMEHsIe-
MBIX B 1a60paTOpUY, IIPU 9TOM JOIYCTUMBbI YPOBEHb
aMMMaKa B KpoBu (HOpMaMMOHMeMMsI) OOBIYHO He
npesbiiaeT 60 MKMOIB/. [5, 6].

CyMITOMBI XPOHWYECKOI MHTOKCUKALMI HabII0-
JAIOTCs NPY NMPEeBBIINIEHUN COJep>KaHUA aMMMaKa
B 2-3 pa3sa, HO Jja)Ke HE3HAYUTE/IbHOE ero IOBbILIEHNE
(Ha 30-50%) okasbIBaeT He6GMaronpusATHOE BO3/el-
CTBME Ha OPTaHNU3M, I, IPeX/[ie BCET0, Ha LIeHTPa/IbHYI0
HEPBHYIO CUCTEMY, 4YTO IPOAB/IAETCA B BIJi€ TOTIOBHO
60711, OGBICTPOI YTOM/IAEMOCTH, COHIMBOCTH 1 Ap. (ObI-
TOBas YCTa/IOCTh, IPO(deCcCHOHATbHOE IEpEeYTOMICHNE,
HepBHOe 1IN Pu3NYecKoe IepeHaIpspKeHne 1 T.11.).

ITpakTuyeckn BeCcb aMMUAK YAA/AETCA U3 OPTaHU3-
Ma 4Yepe3 II0YKM C MOYOIl B BJle MOUEBVHbI, KOTOpas
CUHTEe3MpYyeTCA B IIe4eHN, U B BIJie COJIell MOHA aMMO-
HUSA, 00Pa3yIOIMXCS B AINUTE/INY KaHA/IbIIeB MOYeEK.
B k/eTky nevyeHm 1 oYeK aMMUAK ITOTafIaeT B COCTaBe
TPaHCIOPTHBIX popM (ITyTaMMHa, acaparyHa, IyTa-
MIHOBOJI KVCJIOTBI U @/TaHMHA), KOTOPbIE PeACTaB/IAIOT
€06071 HeTOKCHMYHBIE COEVHEHMs1, 00pasyoLIecs B Ipo-
1ecce obe3BpexxuBaHysA (CBsA3bIBaHMA) aMMuaKa [7].

CuHTe3 MOYEBMHBI — OCHOBHOI IIyTh 00€3BpeXu-
BaHMA amMMmuaka. Ha gomio MoueBMHBI IPUXOAUTCA JO
80-85% oT Bcero BbIBOAMMOTO 13 OpraHM3Ma a3oTa.

KonuyecTBO BbIfIeIsseMOIl MOYEBMHBI 3aBUCUT OT
KO/IM4YeCTBa 0e/IKOB, IOCTYIANNX ¢ nuiyeit. Ecu cy-
TOYHBII paluoH BKIo4yaeT 80-100 r 6enka, TO 3a CyTKM
obpasyercs u BbIBoAuUTCS 25-30 r MoyeBUHBL [Tporecc
06pa3oBaHMsI MOYEBUHBI MPOMCXOLUT B IeYeHN
B «opHumunosom yuxne» (uuki Kpebca-Tensenaiita),
KOTOPBIiT B IIeUeHN BBIONHsET 2 QYHKILMN: IpeBpa-
LIeHMe a30Ta AMUHOKIC/IOT B MOYEBUHY, KOTOpas
IpefloTBpallaeT HAKOIJIEHMEe TOKCMYHBIX IIPOIYKTOB,
IJIaBHBIM 00pa3oM aMMMaKa, a TAK)Ke CUHTEe3 apriu-
HMHA ¥ TIOTIOJTHEHNeE ero JeIo B opranusme. B nukime
NPUHUMAKOT y9acTye JBe aMUHOKMUCIOTDI, KOTOPbIE
He BXOJIAT B COCTaB O€/IKOB — OPHUTUH ¥ LUTPY/INH,
U IBe IPOTeMHOTeHHble aMUHOKUCIOTH — apTMHUH,
acraparuHoBas KucnoTa. [Iponecc BkaodaeT nATh
peaxiuii: mepBble ABe NPOTEKAIOT B MUTOXOHAPUAX,
OCTaJIbHbIE — B IJUTO307I€ T€NAaTOI[MTOB.

@epMeHTHI ITyTaMaTAeTUAPOreHasa 1 I/yTaMyuH-
CHHTeTa3a ABAAITCA PETYIATOPHBIMU U 06yCIOB-
JIMBAIOT CKOPOCTD IPOLecCOB 0OpasoBaHus 1 obe-
3BpeXXuBaHMs aMMuaka. Hekoropele pepMeHTHI
MOYeBMHOOOPa30BaHM HATMYECTBYIOT B TOJIOBHOM
MO3Te, 3pUTPOLUTAX, CEPAEUHOI MBIIIIIE, ONHAKO BECh
Ha6Op 9H3MMOB MMEETCS TOJIBKO B IIE€YEH.

s cuHTe3a 1 MO/ MOYEBUHBI, KOTOPBIIT IIPONC-
XO[JUT B IIe4eH! B OPHUTMHOBOM LIMKJIE, UCIIONb3YeTCS
1 Monb aMMMaka u 1 MOIb acIaparnHOBO KUCIOTHI,
a B CyTKM /ISl CUHTe3a 25 T MOYEBMHBI 3aTPauMBaeTCs
6,3 r ammuaka u 50 r acmaprara.
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Mouesuna, 8v1600UMast U3 OPeAHUIMA, NOPOBHY CO-
CMOUM U3 «AMMUAYHO20» A30Ma U a3oma acnapazu-
HOB80U KUC/IOMbl.

ITpy CHM>KEHUU [[eTOKCUKAIMOHHHOI QyHKLIIUY
IeYyeH! HapyLIaeTcsA peBpalljeHne aMMJaKa B Mode-
BUHY, B pe3y/IbTaTe 4ero aKTMBMPYIOTCS aIbTepHATIB-
Hble MeTaboMMYecKue Iy TY IpeBpalleHNs aMMUaKa
B MBIIIEYHO CUCTeMe, B aCTPOLUTAX IleHTPaTIbHO
HEPBHOJ CUCTEMM U B ITIOYKAX (8,9, 10], IIPU 3TOM OC-
HOBHBIMU OPraHaMM JeTOKCHMKALMM aMMUaKa CTaHO-
BATCS CKeJIeTHAs MblllIeYHa s (capKoleHns!) 1 HepBHas
TKaHU (onyrHeBpuUTHI U sHLedanomarus!) [11].

B acTpoluTax roroBHOro Mo3ra HaqJHae TCs IIPOLecc
NpeBpalljeHns [TyTaMaTa B IIyTaMUH IIPY aKTUBHOM
BOBJICYEHUN I/IyTaMUHCUHTeTa3bl. I1pu dpopmuposa-
HUM CTOVKOJ TUIIEPAMMOHVEMNIH, SOTIOTHUTETHHO
K MIOBBILICHNIO aKTYBHOCTY IJTyTAMUHCYHTETA3bI, 13-
MEHEHETCsI aKTUBHOCTD PYINX (pepMEeHTOB, B 4aCTHO-
cTu Ge/Ka — mepeHoCunKa IIyTamara [12], cencTBuem
4ero sABJISAETCS MOBbILIeHVe KOHIIEHTpaluy TTyTaMaTa
B 9KCTPALIEUTIONIAPHOM IIPOCTPAHCTBE, YTO MPUBOJUT
K aKTMBU3ALMY IPOLECCOB UTOTOKCUIHOCTH, CBOIL-
CTBEHHOJ BO30Y>KIAIOIMM HeJIPOTPaHCMUTTEPaM (9K-
caiftorokcuunoctu) [13].

Crabu/IbHO IOBBILIEHHBIT YPOBEHDb a30TUCTHIX
COefVIHEHNIT TPUBOAUT K M3OBITOYHOMY 06paso-
BaHMIO CBOOOJHBIX PafjiiKajIOB, B pe3y/IbTaTe Yero

NOJIOMKEHUE 2
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[PONCXOANT Ja/bHeNIas fectabuamnsanys GyHKu-
OHAJIPHOTO COCTOSHMS aCTPOLVITOB.

JmuTenpHas TMIIepaMMOHMEMNA MOXeET COIIPOBO-
XJIaTbCs1 00pasoBaHyeM flepeKTHBIX HeIPOTPAHCMUT-
TepOB, IPUBOAALINX K U3MEHEHNIO AKTUBHOCTM CEPO-
TOHVH- ¥ ITTyTaMaTepru4ecKoii CUCTeM, C HapacTaHMeM
aktuBHocT TAMK-epruyeckoiit cucrems! [14].

B ronoBHOM Mo3re Haubonee YyBCTBUTETbHBIM
K I'MIIepaMMOHMEMWY ABIAETCA TMIOTaTaMIIecKuit
1eHTp [13], 4TO MPOSIBIAETCS B CTOMKON aHOPEKCUN
u popMupoBaHNY 6ETKOBO-3HEPreTHYeCKOI HeloCTa-
TOYHOCTH, YCYTYO/IAIOIelt KaTaboMmaecK e MpOLeCChL.

ITpoxynypyeMblit MMOLIMTaMU MUOCTATHH AB/IAETCA
He TOJIbKO MOIIHO MOJIaB/IsAeT POCT MbIIIEYHOI MaCCHI,
HO ¥ IPUBOJUT K 1 €€ yMeHblIeHM!o [15], 4To npu ru-
HepaMMOHVMEMMUY Y OOTIbHBIX C IUPPO30M MeYeHM KITH-
HIYECKU IIPOsIBIIsieT CeOst CMHAPOMOM capKorieHu [15,
16], npryeM BbIsIBIIEHA KOPPETISALS MEX/Y 6€IKOBbIM
HefjoeflaHeM 1 pUCKOM popMupoBaHus cercuca [12].

[nepaMMOHMeMNS MHAYLMPYeT ayTodarnio, Korga
HOBpeX/IeHHbIe Oe/KM PaCIeIUII0TCS, HO He Tepepaba-
TeIBAIOTCs [17, 18]. Hamane capkorieHuu sIB/IsSI€TCS Of-
HJM V3 IIPOTHOCTNYECKIX (PaKTOPOM JIeTaIbHOTO MCXOa
IpY IMppo3e IedyeHn (HU3Kue MOKa3aTesAMI LIKajIbl
MELD (Model for the End stage Liver Disease — ouenka
TepMMHATbHBIX CTafuil 3a60/1eBaHMI TIe4€HN U [IPO-
rHO3a JOVMIIIAHTALIVIOHHOI BbKMBaeMocTn) [11, 19].

CyLiecTBYIOT pa3nnyHble MeTOLMKM onpefeNieHns NokasaTtesneil HopmanbHoro cogep»kaHus ammuaka (NH3) n ammonus
(NH*) B cpefiax opraH13ma, pacnpoCcTpaHeHHbIMM ABAAIOTCA UMMYHObepMeHTHBI MeTog (MMA) 1 akcnpecc meTog,.

MHpopmaTuBHBIM 1 Hanbonee nerko ocyLlecTBAAeMbIM ABNAETCA IKCNpecc-meTor GOTOMeTPUUECKOro Konnye-
CTBEHHOIO ONpefeNieHNA aMMIaKa B KanuianapHON KPOBIM C NOMOLLbIO NOPTaTUBHOIO aHanu3atopa PocketChem-4140.

Kommenmapuu:

Amwmuak - ra3 NH* (ammonia - aHI/1.) OfHaKO, IpK
¢dusuonorndeckom pH 97% aMMmaka IpUCyTCTBYeT
B KPOBY B MOHM3VPOBAHHON (popMe B BIie aMMOHUS
NH* (ammonium — aHrin.)

ITpsiMoit pepMeHTATUBHBI METOJ OLpeeTeHNs
yPOBH:A aMMMaKa (aMMOHMEMUM) ICTOPUYECKH ABJIAET-
¢s1 HanboJIee 4acTo UCIOIb3yeMbIM METOJOM JCIIONIb3Y-
€T PeaKLMIO B IPUCYTCTBUM 7Ty TaMaT/eTUPOTeHasbl,
B KOTOPOJT aMMOHUIT B 00pasije BCTYIAET B PEaKIINIO
C O-OKCOITTyTapaTOM ¥ PefyLupyeT COfiep>KaHue Hu-
KOTMHaMMAaleHuHaHyKneotnsa pocdara (NADPH)
c obpasoBaHyeM riryramata, NADP* u Bogsl. YpoBeHb
cofiep)KaHNs aMMHUaKa BapblpyeT B 00pasiiaX BeHO3-
HOI, KallMJUIAPHOI 1 apTepUaibHOI KPOBY, HO B HOpMe
0OBIYHO HAXOIMUTCA B Anamnasone ot 11 go 50 MmxM u 20,
21]. XoTs aMMuaKk apTepuanbHON KPOBYU CUUTAETCS
6o71ee OCTOBEPHBIM ITOKa3aTeNIeM CCTEMHOIO COfiep-
JKaHWs aMMMaKa, 0OBIYHO UCIIONIb3YeTCs ONpefieNieH e
aMMMaKa B BEHO3HOV KPOBU, KOTOPbII HECKOTIBKO OT-
JIMYaeTCs OT apTepyuanbHOrO aMmmumaxa [22, 23].

Ba>kHO OTMETNTb, YTO B 3a0paHHOM 00pasiie KPOBI
BCJIE[ICTBYIE TPaBMMPOBAHNUSA BEHbI IIpY 3a60pe KpOoBH,
reMo/Iu3a SpUTPOLUTOB U APYIUX NPUYMH YPOBEHD
aMMMaKa MOXKET CIIOHTAHHO YBeINIMBATbCA [24, 25].
Crpecc, Gusmdeckne ypaxHeHMs, ICUXOTOTNYeCKas
yCTanocTh, TabaKOKypeHMe, HapyllleHe MUTaHUA
U yrnoTpebieHue aKOrosA MOTYT TaK)Xe BIMATb Ha
YPOBEHb CMCTEMHOTO aMMMaKa.

OcHOBHOe OrpaHMYeHIe U3MEePEHNA aMMIaKa B Kpo-
BY — HEOOXO[IVIMOCTb CTPOTOTO COOMIONCHIA YCIOBUI
TEXHOJIOTMM MPaBIUIBHOTO 3abopa, 06paboTku n mo-
cTaBKy 06pasia KpOBH, KOT/iA IOy €HHBII /s TPAHC-
HOPTUPOBKY B 1a6OPaTOpuI0 06pasels ClefyeT XpaHUTh
npu Temiepatype Hivke 0 °C 1 OTAENMNTD I1a3My OT
SPUTPOLIUTOB B TedeHMe 15 MUHYT mocne cbopa. [Tocne
OT/le/IeHNA TUTa3MBbl aMMUAK CTaOVJIeH B TedeHMe 4 4
mpu Temreparype 4 °C.

DT >KeCTKIe YCTIOBYA [0 BpeMeHM JOCTaBKY 00pasija
KPOBY [/IsI MICC/IENOBAHS TPEOYIOT IIpeObIBAHISA TaLy-
€HTa B HeIOCPeACTBEHHON 6/IM30CTI K KIMHUYECKO
nmaboparopuu [26].

/13-3a BBICOKOTO PUCK JIOKHOTO Pe3y/IbTaTa PeKo-
MEHJYeTCs TIOBTOPUTD MCCTIEOBAHE B TO )K€ BpeMs
CYTOK U IIPM TeX XK€ YCIOBUSAX, YTOOBL IOSTBEPANUTH
pe3ybrar.

CyIecTBYIOT METOMBI OIIpefie/ieHNsI aMMMaKa B 9pH-
TPOLMTAX, BbIIbIXaeMOM BO3JIyXe, CJIIOHE, II0Te 11 Mode [27].

Vi3MepeHye ypOBHS aMMMaKa B BBIIBIXaeMOM BO3TyXe
OTHOCHTCS K HEMHBA3VBHBIM, JIETKO IIPUIMEHsIeMbIM KOM-
(bOpPTHBIM METOZOM AMATHOCTHUKYI [/IsI BCEX IPYILI TTALi-
entoB (Hibbardand Killard, 2011). Huxaxkoit o6pa6orku
BBI/[bIXaeMOT0 BO3/JyXa He TPe6yeTCs, [0 CPaBHEHMIO CO
MHOTYIMM aHa/IM3aMH, TPOBOAVMbIMY Ha 00pasLiax Chl-
BOPOTKM W/IM MOYY, OTHAKO He MMeeTCs yOenuTeNbHbIX
[IOKa3aTe/IbCTB KOPPETSILMIM aMMIAKa B BbIAbIXaEMOM
BO3JyXe U B apTepuaIbHOIL KpoBu [28, 29, 30].



Omnpepenenne ypoBHA aMMMaKa B TKaHU IeYeHN
MO>XET OBITh IPYMEHEHO [/IA IaLlMeHTOB, HYXX/al0-
IMXCSA B JUATHOCTUYeCKOIT 6oncuy nedeny. Crenyer
YYUTBIBATD, YTO KOTOPUMeETpUYECKMe Habopbl, Mc-
HOJ/Ib3yeMble [ OIpefie/ieHns aMMuaKka B o6pasiax
TKaHell, JOBO/IbHO JOPOTHU ¥ IYBCTBUTENIbHBI K IPYTUM
UCTOYHMKAM aMMMaKa, IPUCYTCTBYIOIUX B OKPY-
Kalollleit cpefie, 4TO TpedyeT paboTHI B CIELMaTbHO
YCTaHOBKE M/IM 30HE OTPUIIATEBHOTO BO3/yIIHOTO
JaBJIeHN A, KOTOPbIe He BCErfia JOCTYIHBI I BCeX
naboparopuii. Bonee Toro, AnnTenbHOE XpaHEHNE TKA-
HI faxke pu TemmepaTtype —80 °C MoxeT BIMATD Ha
CTabUIBHOCTD 00Pa3IIOB, YTO IPUBOANT K MCKAXKEHIIO
pesynbTaTa HIU>KE 0XXKM/AEMOTO.

B 2018 rogy B Poccun 3aperncTpupoBaH mopra-
TUBHBI 9KCIPeCC-aHANU3aTOP KONMYECTBEHHOIO

NONOXEHMUE 3

Knaccndmkauma runepammoHmemuia

pekomeHpauuy Horp & pHMoT

ompefieneH1st aMMuaka B kposiu — PocketChem - 4140.
Merog onpefenenns- GOTOMETPUIECKIIT, OCHOBaHHBII
Ha Mukpoancddysun, T.e. KOCBEHHBDIII, BpeMs OIlpe-
Te/eHNsA KOHI[eHTPpalyi aMMMaKa COCTaB/IAeT OKOJIO
200 cexyHp.

Ins onpenenennsa sabupaeTcs KaWULApHasA KPOBb
U3 IaJblla, OFHAKO TEXHOIOTUA 3abopa TpedyeT co-
OITI0fieHNA OIIpefie/IeHHBIX YCIIOBMIL, MI37I0)KEHHBIX B MH-
CTPYKLVMN. VICTIONB3YIOTCA TOMBKO CBeXIe 0Opasiibl
KpoBU. B npubope npourepmit 4yepes MOTynpoHNIa-
eMy10 MeMOpaHy Ipeo6pa3oBaBLINIiCA U3 AMMOHUA
AaMMMIaK U3MEHAET IBET MHANKATOPA, IJINTHA BOTHDI
KOTOPOTO TOfIBEPTaeTCsl CIEKTPOCKONMYECKOMY aHa-
T3y X aBTOMAaTUYECKM YKa3blBaeT KOMMYECTBEHHOE
ero cogepxanye. Kambposka npuéopa 1 KOppeKIms
Pe3ynbTaToOB OCYILECTB/IATCA ABTOMATUIECKI.

Mo ypoBHI0 cofepKaHNA amMIaka (B KanUmAPHO KPOBU IKCNPECC-METOLOM)
« HopmanbHbiii (pranonorunyeckuit) ypoeHb — 4o 60MKMONb/N:

[MnepammMmoHueMuu:

« Jlerkas (I cteneHb) — no 100 MKMonb/n;

+ CpepHss (Il cteneHb) — go 200 MKmonb/n;

« Taxenas (Ill creneHb) — 6onee 200 MKMONb/N;

Mo aTmonartoreHesy:
« HacnepcteeHHas (BpoxaeHHas)
+ OyHKUMOHanbHas (dr3monormyeckas)

+ MprobpeTeHHas (NeyeHOUHas, BHENEYEHOUHAsA, CMELLAHHAs)

Mo kKnuHnYeckon dopme:

« TpaH3uTopHasa (npexopAwas)

« Peuuansupyollasn nam nepcmcTmpyiowas
+ MNocTosHHas (cTabunbHas, 6e3 neueHus)

+ JlaTeHTHan

Kommenmapuu:

1. Ko/nmekTuB 9KCIEPTOB IOJIATAET, YTO IPY yBEIMYEeHUM KOIMYeCTBa HaOMI0IeHNIT BO3MOXKHDI YTOYHEHU A
HpefiCTaBIeHHOM K/IacCUPUKALNM TUIIePaMMOHMEMMIL.
2. B Tpaiu1{MOHHOI K/IMHMYECKOII IPAKTIKe BBIAE/SIOT 1BA OCHOBHBIX BapMaHTa rMepaMMoHneMuii [31]:

o HAC/Ie[CTBEHHbIE I'MIIEPAMMOHMEMIN — PE3Y/IbTAT
PasNIMYHBIX FeHeTUYeCKNX JjepeKTOB pepMEHTOB
[MK/Ia 06pa3soBaHM MOYEBIHBI

o IproOpeTeHHbIE TUIIEPAMMOHMEMUN — CIIEACTBUE
CHIDKEHUsI aKTVBHOCTY OPHUTVHOBOTO L{YIK/IA U TTTy-
TaMMHCHHTETA3HOI peaKIuy Jaile BCEro MeYeHoY-
HbI€ — [TPY [Ie4eHOYHO-K/IeTOYHOI HELOCTATOYHOCTH,
a TaKKe IIOPTO—CUCTEMHOTO IIYHTUPOBAHNUSA KPOBU
[PV Pa3BUTUU U IIPOTPECCUPOBAHNY ITOPTATBHO
TUIEPTEH3NN 1 BHeTIleYeHOYHbIe (HeLMpPPOTUYeCKILe);

K HacTosIeMy BpeMeHN M3BeCTHBI CTIEAYIOLIIe IPH-
YMHBI HEUMPPOTUIECKNUX IMIlepaMMoHeMuit [32, 33]:
A. CocTosiHNA, CBSI3aHHBIE C yBEINYEHUEM IPOU3BOJ-

CTBa aMMUaKa.

1. Mlndexuym ypeasonpoayleHTamu: Proteusmi-
rablis, Klebsiella species, Escherichia coli, Mot-
ganella morganii, Providenciarettgeri, Corino-
bacteria(Bo36yautenu gudrepun), Mycobacterium
genavense, Herpessimplex [34], a Takxe, BeposiT-
Ho, Helicobacter pylori, - (umetotcst cooOienns
o 6onbiureit yactote BcTpeyaemocty HAJKBIT
y 60NbHBIX ¢ XenukKobakrepuosom [35, 36]).

2. TeMaTO-OHKONIOTMYECK)E PACCTPOIICTBA: MHO-
JKeCTBEHHas MMe/IOMa, XMMUOTepaIus OCTpo-
rO JIeiIKO3a, TPAHCIUIAHTALMA KOCTHOTO MO3Ta,
5-¢ropypauun [37].

3. TpancnaHTauus opratos [37].

4. Harpyska 6enkamy 1 yBenu4yeHye Karabomsma:
TsDKerIble pU3nuecKue YIpaXHeHNs, CYROPOrH, ro-
JIOJ{ WJIU TPaBMa, 0011[ee TapeHTEPAIbHOE ITUTAHIIE,
JKeTY[OYHO-KIIIeYHble KPOBOTEUEHsI, VICIIONb-
30BaHIe CTEPOUJOB, bapuaTpudecKas XUPyprus.

5. IlepeyToMieH1e, HapyLIeHMe MPKATHBIX PUT-
MOB, paboTa B HOYHYIO CMeHY 6e3 [JOCTaTOYHOTrO
OTZbIXa — AenpuBaLus cHa [38].

OmncaHsbl cnyYan MocTéapuaTpudecKoii rumnepam-
MOHMEMIYecKoll SHIleanonaTuy nocie Xupypriuae-
CKOTO IIyHTUpPOBaHuA xenynka Roux-en-Y (RYGB),
CaMOJi paCIpOCTPAaHEHHOI IPOLEAYPOil CHUXKEHU S
Beca, npoBoaumoit B CIIIA [39, 40, 41]. Beicokuit puck
rUIepaMMOHEMIYECKOIT 9HIleanmonaTy OCIIe Olle-
pauuu Roux-en-Y, mpyu KOTOpOM CMePTHOCTD IpU6IN-
KaeTcs K 50%, yCTaHOBJIEH y JKEHIMH B BO3PACTHOM
rpynne 34-69 neT, faxe He UMEBIINUX B aHaMHeE3e

guidelines
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k-1 3aboneBaHus nedeHu [40-52]. Puck dartanpHOro
MCXOa MOXeT OBITh 00YCIOB/IEH U TeM (aKTOM, 4TO
mocTéapuaTpuIecKys ruepaMMOHMEMIS He COIIPO-
BOXXJIAeTCsA KAKMMU-TNO0 N3MEHEHMAMU OMOXMMIIe-
CKMX II0Ka3aTesiel IeYeHOIHOrO MeTabonmsMa.
[inepaMMOHMEMIS MOYKET HAO/TIORATCS Y XKEHIIUH
B [1€p1OJ; GepeMeHHOCTI. Pa3BUBAETCS [IPU HAPYILIEHNUN
TUPONTUTUIECKOTO Ne3aMUHUPOBAHYS B MHTEHCHB-
HO paGOoTaOMIMX MBIIIIIAX, P 9KJIAMIICUY U B POfAX.
Y B3pOCIIBIX YaCTUYHBLI fepUINT GepMEeHTOB MO-
JKET MPOSABIATHCS BO BPEMSI CTPECCOBBIX 3a00/1€BAHUIA,
TaKMX KaK [MOC/IEPOIOBDILIL CTPECC, OCTPasi KMILIEYHAS
MHQEKUMSL, CUHAPOM KOPOTKOI KUK, TAPEHTEPATb-
HOe MUTaHe C BBICOKVUM II0TpebIeHneM a30Ta, TpaHCc-

NMOJIOKEHWUE 4
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IUTAHTALVSA CEPALIA M JIETKUX U XKeTyFOUHO-KUIIeYHbIe
KpoBoTeueHwus [43, 53, 54].
B. CocTostHMS, CBA3aHHBIE CO CHVYKEHNEM BbIE/IeHN A
aMMMaKa.
1. Yperpocurmoupocromus.
2. ITopTOCHCTEMHBIE ITYHTBI, B T.4. BDOXKJCHHBIE.
3. JlexapCTBeHHBIE IIpeNapaThl: BaJbIIPoeBast KIC-
JI0Ta, IIMIUH, KapbaMa3enH, pubaBUpIH, CY/Ib-
dapuasuH, IUpYMeTaMUH, CaINLU/IAThL.
4. Bpox/ieHHbIe olNOKM MeTabonM3Ma: Hapylie-
HJSI ODPHUTHHOBOTO LIMKJIA, HepeKTHI B-OKuCIe-
HUA )KMPHBIX KUC/IOT ¥ OPTaHMYEeCKUX KUCTIOT,
HapylIeHye MeTabo/nu3Ma n1pyBara.

Onpe,qeneHl/le YPOBHA aMMWaKa-aMMOHNA B NeYeHn cnegyet npumMmeHAaeTca C Lenblo:

1. BblABNEHMA YPOBHA rnepamMmMoHUeMMI 1 KOHTPONA 3GGeKTVBHOCTY MPOBOANMON Tepaniu y 60MbHbIX C o6bIM

noaTBepKA€HHbIM OCTPbIM UJTN XPOHNYECKNM 3aboneBaHnem (I'IOpa)KeHI/IeM) nevyeHun;

2. ,uJ'Iﬂ BblABNEHNA ¢aKTa rmnepaMmMmoHneMnmn y60ﬂbeIXCXpOHI/ILI€CKVIMI/I 3K30- NN 3HAOr€HHbIMN NHTOKCMKaLMAMK

B paMKaX AMarHoCTnyeCckoro noncka;

3. ,U,J'Iﬂ BbIABJNIEHNA d)aKTa rmnepaMmmoHmnemMmmnin 'y 60/bHbIX C CUMNTOMaMU 3Hu,e¢anonaT|/||/| pa3n|/|qH0|7| cTeneHu,

acTeHunn, XpOHVILIeCKOVI YyCTanocTn, HeBpPO3aMm B paMKax ANarHoOCTU4eCKoro noncka;

4. ,U,Hﬂ BbIABJIEHNA BPOXKAEHHDbIX ,U,eq)eKTOB a30THOro obmeHa B nep,manqueCKoﬁ NPaKTUKE NP NCNXONOrnyecknx

AedekTax GOpMMPOBAHUA IMYHOCTH.

5. OU,GHKI/I TEMMNOB BOCCTAHOB/IEHUA MeTaboN3Ma npun CTPeCCOPHbIX CUTYyaunAx — ¢I/I3I/ILI€CKI/Ie nncnuxonornyeckne

Harpysku, nepeHeceHHble onepaTtnBHble BMeLWaTENbCTBA, aJ'II/IMeHTaprII;I ancrpeccn T.n.

6. Mpoune cutyauyuu

NOJIOMEHUE 5

Ousmnonoruyeckme (GyHKLNOHANbHbBIE) FMMEPaMMOHNEMUN BKAIOYAIOT Cledyiolre BUAbl: NOCTNPaHAManbHas (Bbico-
Ko6enKoBas AneTa), nocnie GU3NYECKNX Harpy3oK (CNopTUBHas), NOCE NCUXOreHHbIX Neperpy3okK (MoCTcTpeccopHas),
nepeyTomneHue (4nuTenbHas AenpuBaLua cHa), NpoYre NPUYMHbI (Hanpumep, bepemMeHHOCTb)

Kommenmapuu:
Pusnonormyeckas runepaMMOHNEMIS SABIAETCA MPK-
3HAKOM MeTabOMMYeCKIX HAPYIIeHNiT B MbIIIEYHO TKa-
HU U 4acTO TPOAB/IAETCA COCTOSHMEM YTOM/IEHMA, YTO
o6ycnoBreHo HapyiieHyeM pecraTtesa AT®. [ToBbiureHe
AKTMBHOCTY afIEHM/IATIVK/IA3HOTO MEXaHM3Ma Py Ha-
pylreHnu pecrunresa AT® yBemrumBaeT o6pa3oBaHye
JMOHOB aMMOHNA, CABUTasA MeTabo/IN3M B CTOPOHY U3-
6BITOYHOrO 06pa30BaHMs IAKTATA, PA3BUTH ALM034,
YCU/IEHHOJ BEHTU/IALUMA JIETKUX, T.€. TUIIEPITHOS [55,56].
Bricoko6enKoBast iyeTa, TONOfaHye, IepeefaHie, NH-
TeHCUBHbIe HM3MIECKIe HAarPy3KM (B OCHOBHOM Y MY>KUMH
U Ky/IBTYPUCTOB), TOTA/IbHOE NTApEHTEpaIbHOE IUTAHNE,

NMOJIOMEHUE 6

POZBI TAKOKe MIPUBOJAT K YBEMMYEHNIO aMMOHMA B Opra-
HusMe. CofiepKaHyte aMMUaKa MOBBILIACTCSA, 0COOEHHO
B C/Ty4asiX BBICOKOOEIKOBOII A€ ThI TOC/Ie TOTIOFAHA [57].

Bo BpeMs1 aHa3pOOHBIX PU3NYECKUX YIPa>KHEHMIT
aMMUaK MeTabo/M3VpyeT ;O MOYEBIHBI B rellaTOLUTaxX
U CKeJIeTHBIX MBIIIIAX, MbIIIEYHASA YCTaTOCTh BO3HU-
KaeT B pe3y/nbTare GU3NYECKNX YIPa>KHEHUI U TIPU-
BOIMT K 3aMETHOMY CHJDKEHMUIO IIPOM3BOAMUTENTbHOCTH.
VcToltieH1e MBILIEYHBIX COKPAIL[eHMIT, HAKOIUIEHNE IPO-
IYKTOB MeTab0/M13Ma SHEPreTUIECKUX PECYPCOB, AIC-
6araHC BHYTPEHHeI Cpeibl BBIJE/IAIOTCS, KaK OCHOBHBIE
(axTOpbI PU3NIECKOI U ICUXOTOTUYECKOI YCTaTOCTI.

BpoxaeHHble runepammoHnemun obycnosneHbl fedbuuntom pepmeHTos Lukna Kpebca — kapbamoun-dpocdat-
CMHTeTasbl (runepammoHvemus | Tna) n OpHUTUH-Kapbamowun-TpaHcdepasbl (runepammonunemus Il Tuna) LUutpyn-
nuHasbl (UntpynnvHemmna) ApruHnH CyKUMHaT Nnasbl AprMHUHCYKLMHATYPUA, apriHasbl (rmnepapruHuHeMms)
1 HabnoAaTCA, KaK NpaBusio, B paHHeM JeTCKOM Bo3pacTe.

Kommenmapuu:
B 3aBucumoctu ot J:[e(l)mum‘a unmm J:[e(i)eKTa TOr'o0 I MHOTO (bepMeHTa U3BECTHO HECKO/IbKO B/ IOB I'€HETUYE-
CKUX 3a00/1eBaHMIL:



o rumepaMMoHuemus tumnal (B ocHoBe — fedeKT Kap-
6amonndocdarcunrerass I),

o runepamMonuemus tuma II (B ocHoBe — medexr
opHUTHHKapbamonaTpaHcdepassr),

o LUTPY/IMHeMUA (B OCHOBe — feeKT aprMHIHO-
CYKLVMHATCHHTETAas3bl),

o APIMHMHOCYKIIVHATYpUA (B OCHOBE — edeKT ap-
TMHMHOCYKIIMHAT/INA3DI),

e TMIepapriHYHeMIs (B OCHOBE — eUIINT apTUHA3bI).

B mocnenume rofpl mosiBUINCH cO0O1IeHMst 06 op-
baHHbBIX 32060/I€EBAaHMAX.

Omnucan pepkuit kamHndeckuit cuagpom HHH
(Hyperornithinemia-hyperammonemia-homocitrulli-
nuria — oppanHoe 3aboneBanne Homep “Orpha number”
415, MIM Homep “Online Mendelian Inheritance in Man
#238970) — reHeTI4eCKOE PACCTPOICTBO LMK/Ia MOYEBH-
HbI, 06ycIoBneHHOe MyTanusamu resos LC25A15 umm
ORNTI (MIM*603861), KOEMPYIOIIUX MUTOXOH/IPA-
aznbHblit opHUTKHOBLIN LMk ORC1. HHH - cungpom
HpeficTaBIAeT cOO0I reTeporeHHoe 3ab0MeBaHNe C BHe
3aBJICMMOCTH OT BO3pacTa peOeHKa BapbyPYIOLIel CUM-
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IITOMATHKOI OT MATKMX OPM B Bifie TPYAHOOOYdaeMo-
CTMU, IETKMX HEBPOT€HHBIX PACCTPOIICTB [0 KOMBI, JIeTap-
U, IIEYEHOYHOI HETOCTATOYHOCTI U IPUIIAfKOB [58].

VsBecten Takxe curppom HI/HA (runepusncy-
JIMHU3M/TUIIEPIINKEMM ), CTIEAYIOUMIL IO YacTOTe
MoC7Ie CMHAPOMA BPOK/JEHHOTO I'MIIEPUHCYINHU3MA,
06YC/IOB/IEHHBIl MYTallUAMY MUTOXOHAPUATBHOTO
(depMeHTa ITyTaMaTAErU{POreHasbl, peryaupyoleit
TpaHcMuTTep rawkossl GLUDI. Knuandeckn cuH-
npom HI/HA mposiBisiet ce6s1 B an1304ax MOCTIIPaH-
IOMaNbHON NPOTENH- U JIEILIMH3aBUCYMON TUIIOTIN-
KeMMM C HepCUCTUPYIOLIeli ruIepaMMoHeMue [59].

Omnucana runepaMMOHUEMMM B Pe3y/IbTaTe TeHeTH-
4eCKOJ1 HeIepeHOCUMOCTH GefKa — MM3UHY PUIeCKOii
HeNepeHOCUMOCTY IPOTEMHOB, BbI3BAHHON MyTal M-
samu B reHe SLC7A7, onpepensoiieM MeMOpaHHBI
TPAHCIIOPT JBYXOCHOBHBIX aMIHOKUCTIOT (OPHUTHHA,
apryHMHA U JIN3VHA). YPOBEHb aMMIaKa IIPU OTKa3e OT
0e/IKOBOII NIV COOTBETCTBYeT HOPMa/IbHBIM IIOKa-
3aTe/sIM, HO 3HAYMTe/IbHO ITOBbILIaeTCA ITOCyIe preMa
0€/IKOBOJI MUIM, YTO MOXKET IIPUBECTH K PasBUTIIO
KOMAaTO3HOTO cOCTOAHMA [60].

lMo natoreHesy npnobpeTeHHble FMNePaMMOHUEMIN CrieflyeT Pa3fenaTh Ha:
+ TenatoreHHble (MHPEKLMOHHbIE, TOKCUYECKIE, MHPEKLIMOHHO-TOKCUYECKIe, MeTabonunyeckue);

+ [acTpoaHTeporeHHble;
+ YporeHHbie;
« CocypucTble (Hanp,, NpW NOPTanbHOW rMNepTeH3nu);

+ MocneonepaumoHHble, B T.4. U MOCTTPAHCNIAHTALVNOHHDIE;
« ToKcmnyeckume (nekapCTBeHHbIe, B T. Y. LUTOCTaTUUECKNE, a TAKXKE NOCTIyUYeBble, OHKONOTMYeCcKne, OHKOremMaToso-

rmyeckne; OXKoroeble, KypeHue, ankoronb);

« Katabonuueckne (FI/II'IepI'IpOTEI/IHOBaﬂ ﬂl/leTa,JZled)l/lLWlTHble aneTobl, aHaBpO6Hble MbiLL€YHble Harpy3Ku, BO3pacTHas

capkoneHus).

Kommenmapuu:

ITprobpeTeHHas TUIIePaMMOHMEMIS MOXKET UMETD
BHeIleYeHOYHOe mponcxoxenne [61, 33, 55]. Tokcu-
YecKoe IpeBBIIIeH)e aMMIaKa PeruCTPUPYETCs Py
TUIIOBOJIEMUN, KpOBOTe‘IeHI/II/I ns3 pa3}II/I‘IHbIX OT[AE/IOB
JKeTyZOYHO-KUIIEYHOTO TPAKTa y MAllMeHTOB 1 6e3
LMppO3a MeYeHN, a TAKXKe TIPU CEpPAeYHOIl HEOCTATOY-
HOCTY, JIETOYHOM Cepflie, IIYHTUPYIOLMX ONepalysix,
a TaK>XXe HpI/I HeKOTOpI)IX BHI[OKPI/IHHI)IX HapyIlIeHI/IHX
(mexoMIIeHCPOBaHHOM CaXapHOM finabere, TAXKEIOM
TUPEOTOKCUKO3e) U fp. [56].

TnnepamMMoHneMmYecKas SHIiedanonaTns sABIsIeTCst
PENKIM OCTIOXXHEHMEM MHOXXECTBEHHOIT MIETIOMBI, pe-
3UCTEHTHOII K XuMmoTepanmnu [62]; ee BOSHUKHOBEHME
OIIICAHO TAK>Ke IIPY JIefIKO3e BCIIeNCTBIe KaTabosde-
CKUX IIPOL[eccoB [37], a Tak)Ke Py IproOpeTeHHOM
nedbunuTe GepMEHTOB OPHUTMHOBOTO LIMK/IA CHHTE3a
MOYeBMHBI IPU MUKPOBE3UKY/IAPHOM OXKUPEHNN TIe-
yeun (cunppoM Peite), HapyiueHun nepdysun neveHu,
MeTaboM4ecKOM ajIKanto3e 1 aljuio3e, CMHAPOMe U30bI-
TOYHOTO GaKTEPUAIBHOTO POCTA, AMNTENbHBIX 3aII0pPaX.

InnepaMMOHMEMIs MOXET HaOII0AaTbCA IIPY JII0OBIX
IIAaTOJIOTUYECKUX COCTOAHMAX, COHPOBO)K,[[aIOHH/IXCﬂ
HOBBILIEHHBIM KaTabo/13MOM 6eKOB (IIpY MaCCUBHBIX
KPOBOIIOTEPSIX, OOLIMPHBIX 0XKOT'aX, CUHIPOME CliaBIe-
HUS WIN Pa3MO3)KEHNS TKaHel, OOMIMPHBIX THOMHO-
HerOTI/I‘-IeCKI/IX nponeccax, raHrpeHe KOHC‘IHOCTeﬁ,
TUIEPTEPMUN PASTNIHOTO IIPOUCXOKEHNS, CEIICUCe

U T.Ji.). DTV HapYLIeHV BbI3bIBAIOT VICTOLICHNE MbILIIeY-
HOJI MaccChl TejIa, aHTMOKCU/JAHTHOI 3allMThI, @ TAKXKe
3HAYNMTE/IbHO OCTAO/IAOT M MOJABIAIT MMMYHUTET.
[ToBpILIeHNE aMMMaKa, HapylLleHue 6ajaHca MEeXIY
MOHV3MPOBAHHOI U HEVIOHM3MPOBAHHOI (OPMOIL pe-
TUCTPUPYIOT IPM ayTU3Me, He UCKII0YAeTCs ero POyb
B pa3BUTHM 60JIe3HN AJblireiiMepa. YCTaHOBJIEHO, YTO
BUPYCHI OCTPBIX PECIUPATOPHBIX MHPEKINIT IPUBOJAT
K CHIDKEHMIO aKTMBHOCTY OCHOBHOTO (pepMeHTa Op-
HUTHHOBOTO IIMK/Ia — KapbamonndocdaTcuHTeTassl,
BCTIECTBIE 9TOTO MPOMCXORUT HAKOIUIEHNE B KPOBU
cy6bcTpara TaHHOTO (pepMeHTa M ero IPeIeCTBEHHIKOB.

[VTepaMMOHeMYIA MOYKeT HAO/IOMaThCs IIPY HAIYVI
QHOMaJINIT HYDKHIX OT/e/IOB MOYEBBIBOJALLIE CHCTEMBI,
BBI3bIBAIOLIMX 3aTPyAHEHUE OTTOKA MOYM, OC/IOKHYB-
IIerocs IpUcoefHeHneM NHGeKIuY, 00yC/I0BIeHHON
ypeasompopyuupymomumMu 6axkrepusamu (Proteusspecies,
Corynebacterium species, Klebsiella species, Morganella
morganii v ip.). Ipu aT0M 06pasyrommiicst CBOOOTHBLI
amMmuak 1nbGyHAUpyeT B KpoBb [63]. YcTaHOBIEHA
KOppeAIoHHasA B3anMocBA3b Mexxay CUDBP, ypos-
HAMY aMMMaKa KallVJILIPHOI KPOBY M KOTHUTVBHBDI-
M1 HapyuleHuamu [66]. Onmcana rumepaMMOHIEMIS
[10C/Ie TPAHCYPETPATbHON Pe3eKLUy IIPOCTAThI [67].

Cryyay runepaMMOHMEMUY 3apETYICTPUPOBAHBI I10-
CJle TPaHCIUTAHTALMM TeTKKX [64], ofHOM U3 nprInH
BBIABJIEHA ypealasma [65].
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Taxoke OIMCAHBI CITyYau TUIIEPAMMOHUEMIH TTOCTIE
TPaHCIUTAaHTALMY TT0YeK [68, 69].

TToBBILIEHNIO COflep)KAHNUA aMMMaKa B KPOBU CIIO-
COOCTBYeT IIpMeM Psifia IEKapCTBEHHBIX MIPEIapaToB:
Ca/INIIVIATOB, TETPALUK/INHA, ITTIOKOKOPTUKOCTEPOMOB,
acraparuHassl, 6-asaypuayHa, a/UIOIyPUHOIA, TUA3UL-
HBIX Iy PETHUKOB, 9TAKPUHOBOI KUC/IOTBI, U30HUA3UTA,
kap6amasenusa u fip. [61].

BanbIpoar-MHAYLIMPOBAaHHAsA I'MIIepaMMOHIEMI -
JecKas 9HIfe(aTONaTs Y ALMEHTOB C INIENCHeNL,
SIBISIETCSI He CTO/Ib PEIKMM, MHOTITA CMePTeIbHBIM OC-
no>xHeHueM. [1oBbllleH1e HefPOTOKCMHA B STUX C/Tyda-
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AX 06yCIOB/IeHO MCTOLeHreM N-Kapb6aMuIrIoTaMara
U MOXKET Pa3BUTHCsA KaK OCTPO, TaK U IPY IIATENbHOM
npueMe npemnapata [70]. MexaHM3M TeKapCTBEHHO-
00YC/IOBIEHHOII TMIIEPAMMOHIEMIM He BCerfia SACeH.
Cpenyt puCKOB ee pasBUTHA CTeRyeT YINTBIBATh IPU-
coennHeHne MHGEKUNH, TUIOBONIEMNUIO, Ha/ln4due 3a-
TIOpOB 1 JIp.

IMnepaMMOHMEMUS TaKXKe MOXKET PasBUTbCA BCIIET-
CTBME YIIOTPeO/IeH A GOBIIOTO KOMMYECTBA aIKOTOJIA
U TICMXOAKTUBHBIX HAPKOTUYECKMX BELEeCTB.

BrikyprBaHMe OfHOJ CUTapeThl HIPUBOJUT K IIOBBI-
IIEHMIO YPOBHA aMMMaKa B KpOBM Ha 10 MKMOJIB/TI.

Han6onee nsyueHHbIMU KNMHUYECKUM NPOSIBNIEHNEM MUNIEPAMMOHNEMUI ABAAKOTCA NeUeHoUHas SHUedanonatus (B T.u.
MUHUMASTbHAA U T.H. «CKPbITas», 6€3 BUAUMBIX KNMHUYECKUX MPOABIEHMIN), CYBKNNHUYECKas NeYeHOUHas HeoCTaTou-
HOCTb 32 CYET SHAOTENNANBHOM ANCHYHKLMM, AKTMBALIMM 3BE3AYATIX KNIETOK NedeHu, Beayllen K UHTeHcudukaumum

neyeHo4Horo GpubporeHesa.

Kommenmapuu:

CKpMHMHTOBBIM METOJIOM BBIAB/ICHN A 9HIIe(anoNaTUm MOXET CIYXXUTb TecT cBA3n yucen (TCY).
[Ipu maronoruy nedeHu Haubomee YacTHIM MIPOSABIEHIEM TUIIEPAMMOHUEMUY SIBISETCS IIEI€HOYHAS SHIIE-

damonarus (T119).

CyH.leCTByeT HECKOJIbKO Teopm?[ M 9TAIIOB MMaTOTeHe3a MeYeHOYHO 3HLI€(1)aTIOl'[aTI/II/IZ

o CpsA3bIBaHNMe aMMIaKa IIpY CMHTe3e I/TyTaMaTa Bbl-
3bIBaeT OTTOK (-KeTOITyTapaTa 13 LYK/Ia TPUKap6o-
HOBBIX KVCTIOT, [IPY 9TOM IIOHIDKAeTCsl 00pa3oBaHue
sneprun AT® u yxypiaeTcs feAaTeNbHOCTb KIETOK.

o Vonsl ammonyst NH4+ BbI3BIBAIOT 3allje/layMBaHye
I1a3Mbl KpoBHU. IIpy 9TOM NOBBIIIAETCS CPOACTBO
reMoro6uHa K kucinopony (3¢ ¢exr bopa), remorio-
6VH He OT/jaeT KUCTIOPOJ, B KaNWILAPaX, B pe3y/brare
HACTyIaeT TUIOKCYA KIeTOK.

« Hakomrenue csob6opnoro nosa NH4+ B uuroso-
Jie BIMsIeT Ha MeMOpPaHHBI MOTEHIMAT U PaboTy
BHYTPUKJIETOYHBIX (epPMEHTOB — OH KOHKYpUPYeT
¢ MOHHBIMM Hacocamy it Na+ u K+.

o ITpopyKT cBA3BIBaHMS aMMUaKa C [Ty TAMUHOBOIL
KMC/IOTOM — IJTyTaMUH — SABJIAETCA OCMOTUYECKU
AKTVBHBIM BeI[eCTBOM. DTO IIPUBOJUT K 3aJepKKe
BOJBI B KJIETKaX M MX HAOYXaHMUIO, YTO BBI3bIBAET
OTeK TKaHeil. B c/iyuae HepBHOII TKaHM 9TO MOXeT
BBI3BaTb OTEK MO3Ta, KOMY U CMEepTb.

o Inyrammn ypanserca ns IIHC nocpenctsom Tpanc-
HOPTHOI CHCTEMBI, KOTOpas PYHKIMOHUPYET Ty TeM
o6MeHa, II03TOMY yBe/IndeHne CKOPOCTH BBIXOfA
aMMMaKa TaKk>Xe COINPOBOXK/JAeTCsA HapacTaHUeM
TPaHCIOpPTA U3 KPOBM aQpOMATIYECKIX AMUHOKICIIOT,
KOTOpbIe BBI3BIBAIOT TOPMOXKeHME pepMEeHTaATIB-
HOJI CHICTEMBI, B HOpMe IIpeBpaljaoleil TUPO3VH
B fodaMMH U HOpaJpeHaIuH. B pe3ynbrare MeTa-
60/113M UCXONHBIX COEAMHEHNIT IPOTEKAET C 06pa-
30BaHMEM JIOXHBIX HeIIPOTPACMUTTEPOB, CXOTHBIX
IO CTPYKType C UCTMHHBIMMU aJjpeHepTru4ecKIMM
HeJIpOTPaHCMUTTEPaMI, KOTOPbIe 3aMellaloT I10-
CJIef{HIie Ha YPOBHE HEPBHO-MBIIIEYHbIX CHHAIICOB,
HO C MeHblIel B 50 pa3 s pekTuBHOCTHIO TpOBefe-
HMS HEPBHOTO MMITY/IbCA.

o Hakomnnenne B IIHC n0>XHBIX HEJIPOTPAaHCMUTTEPOB
(oxToramuH, GpeHMIdTIIAMUH, TUPAMIH, QEHUIITH-
HOJIAMJH), @ TAK)XKe IIPOJyKTa MeTabo/M3Ma TPUIITO-
(daHa — CepOTOHNMHA, ABMAIIIETOCS HePOTPaHC-
MUTTEPOM C HPENMYIIeCTBEHHO UHIMOUTOPHBIM

3¢ deKToM, CIIOCOOCTBYET YTHETEHNIO HEPBHOM CH-
CTeMBI, UCTOLEHNI0 GYHKIMIT MO3Ta ¥ Pa3BUTHIO
aHI1e(aTonaTuI.

o Haxkomrenne aMMmaka 1 MEPKaNTaHOB B KPOBM BbI-
3bIBaeT GBICTPOE IPOrPeCcCUPOBAHIE NIEYEHOTHOI
HeJ0CTATOYHOCTY BCIIE[CTBIE VX BBIPQXKEHHOrO yT-
HETAIOILETO [IeICTBI Ha PereHepalliio IeMaToLNTOB.

B ocHoBe marorenesa I19 nexxur gucbanaHc amu-
HOKIIC/IOT B TOJIOBHOM MO3Te€, IPUBOAAIINIL K OTEKY
acTpOININY U HApyLIEHUAM ee QYyHKIMIT, TAKUX KakK:
M3MEHEHM s IOCTCUHANITUIECKUX PEeLleNITOPOB U IIPO-
1]eCCOB HEMPOTPAaHCMUCCUM, HAapylleH)e IPOHMIIae-
MOCTH reMaTto-3HIedannieckoro 6apbepa, CHUXeHIe
9HepreTnyeckoro obecrnedenns HeilpoHoB. CTemeHpb
KJIMHMYECKNUX IPOABIEHNUIT HepeIKO KOppenupyer
C ypOBHEM aMMMaKa B CBIBOPOTKe KPOBH, B 3aBUCHU-
MOCTY OT BBIPa>K€HHOCTY HapyLIEHNIT IeATeIbHOCTI
TOJIOBHOTO MO3Ta BBIAE/IAIOT YeThIPe CTEIIEHN TSKECTHU
HeYeHOYHOI sHLedanonaruu (mabauya. 1).

B nocrneHye rofsl B CBSA3Y C COBEPIIEHCTBOBAHMEM
IBMAaTHOCTMYECKMX METOIMK aKTya/IbHO OTHeNeHMe
K/IMHIYEeCK) BBIpa>keHHBIX cTanuit [19 (mesopuenra-
LI, aTAKCYsI, KOMa) OT CTaiMy ¢ MMHMMAa/IbHO BbIpa-
JKEHHBIMY IIpOsiBIeHnssMK (1aTeHTHOI [19).

JlaTreHTHY1 II9 MOXHO BBIAABUTH, UCIONb3YS
crenManbHble ONPOCHNUKY VIV METOJ BBISBAHHBIX
MMOTEHIINAIOB TOJIOBHOTO MO3Ta.

BoisiB/sieMble KOTHUTUBHbIE U IICXOMOTOPHBIE
paccTpoCTBa, KaK TO: TPYFHOCTH C IPUHATHEM pellle-
HUJI, CHYDKEHME CKOPOCTY IICMXOMOTOPHBIX peakIuit
HepeaKo He BOCIIPUHMMAIOTCS GOIbHBIMY U UX OKPY-
>KeHIeM KaK [posBiIeHre 60/me3Hn.

Crenyer yYUTBIBATh, YTO KIMHUYECKMMU CUM-
MITOMaMU JIaTeHTHOI [19 ABNSITCA MOBBIIIEHHAA
YTOM/ISIEMOCTD, C1a60CTb, pas3gpa’kUTeNbHOCTD, UH-
Bepcys CHa (COHNMMBOCTD HEM 1 6€CCOHHMIA HOYbIO),
HapyLIeHNs peyt, U3MEeHEeHV A T0YePKa, PaCCesTHHOCTD
3a py/IeM U IIpU BBIIIOJIHEHUY paboThl, Tpebyromeit
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. Bpemsa YpoBeHb
Xnonalowmii p p Ta6bnuua 1.
Cragua BbINOJIHEHUA aMMunaka Kputepun tsaxectu I19 (West
CocToAHMe CO3HaHUA Tpemop 23r .
n TecTa cBA3M apTepuanbHomn Haven)
(acTepukcuc)
yucen KpoBuU
Yacrora a-put-
. B HOpMe
0 Her nsmenenuin Her 15-30 ¢ Ma 8,5-12 kore-
. (11-55 MKMOnB/m)
6aHmit B 1 ¢
Hapymenne purMma cHa, He- Pepxnit xnmoma-
cO6paHHOCTB, 3i1Oopus NN Uit TPeMOp Yacrora a-pur- Yeenuded go 1,33
1 6€eCIIOKOICTBO, CHIDKEHIE (1-2 gBUKEHNUA 31-50 ¢ Ma 7-8 konmeba-  pasa OT BepxHeil
BHMMAaHM, HapyIlleHJe cyeTa 3230 ¢) HMitB 1 ¢ I'PaHNIBI HOPMBI
(cno>xxeHus) (acTepukcuc)
JleTaprusa nau anaTus, Mu-
HMMaJIbHas Je30pUeHTal A . YBennuen
BO BpeMeH! U IIPOCTPAHCTBE Heperynapusiit Hacrora a-pu- B 1,33-1,67 pasa
2 g tpemop (3-4 gBu- 51-80 ¢ Ma 5-7 koneba- i o7 P
VM3MEHEeHNA TNIHOCTH, HeaJeK- . OT BEpXHel rpa-
>keHus 3a 30 ¢) HuinB 1c
BaTHOeE IIOBeJieHlie, HapyIlleHe HIULIBI HOPMBI
cuera (BBIYMTAHUA)
CoMHoOIeHII A, cOXpaHeHue oT- JacTblit TpeMop YacroTa a-puT- YBenmdeH B 1,67-2
3 BeTa Ha BepbanbHble CTUMYIBL,  (5-10 ABYDKEHMIT 81-120 ¢ ma 3-5 koneba- pasa OT BepxHeil
3HAYNMTEbHAs fe3opueHTanusa  3a 30 ¢) HUit B 1c TPaHNIbl HOPMBI
>120c¢ YBenuuen 6onee
ITouru nocrosn- Yacrora a-put-
. . (Hecmoco6HOCTD 4yeM B 2 pasa OT
4 Koma HBII XJI0TIA I iT Ma < 3 Koneba- .
3aKOHIUTHb o BEpXHEN I'paHNIIbL
TpeMop Huit B 1 ¢C
TECT) HOPMBI

HOBBIIIEHHO KOHLEHTPaluy BHUMAHNA, TPEMOP,
CHIDKEHMe MBIIIEYHBIX pedIeKcoB.

PeSyIIbTaTOM TaKUX HapymeHI/H?[ MOTYT CTaTb C€-
pbe3Hble TOPOXXHO-TPAHCHOPTHDIE HPONCIIECTBUSA
C TsKENbIMIU ToCneacTBusAMM [71, 72]. B cBsi3u ¢ aTum
BBIsIB/IEHNEe MUHMMaNbHOI I1D nMeeT 6o/bloe 3Ha-
JeHMe y pabOTHMKOB MHOTUX IIpodeccuii: BOFUTeNei
aBTOTPAHCIIOPTA, OLIEPATOPOB Ha aBTOMATU3MPOBAH-
HOM 000pY/JJOBaHUM U [ip.

JlatentHas 19 mpepcraBisgeT HaMOOIBIIYIO CTIOX-
HOCTb [i/1s1 fuddepeHInaaIpHOro fUarLosa, T.K., He-
CMOTpS Ha yIOBIETBOPUTEIbHYIO OPMEHTUPOBAH-
HOCTb BO BpeMEHU M IPOCTPAHCTBE, HAOMIOAAI0TCA
M3MeHeHMA ICUXOMETPUYECKUX VI HeIPOICHUXOTIO-
TUYECKUX TECTOB.

ITpu KIMHMYECKOM OCMOTpE Ha 9TOJ CTafiuM MO-
ryT BBIAB/IATbCA HEKOTOPDBIE HapyHIeHI/IH KOTHU-
TUBHBIX GYHKLMIT M/UIN TOBeLEeHMS: HeKOTopas
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Ie30pUEeHTHPOBAHHOCTD, diidopus uam Tpesora,
CHIKEHNMe KOHIIEHTPaluy BHUMaHM, CIOKHOCTD
BBIIIOTHEHVISI OTIEPALIMIL 110 apU(PMETINIECKOMY CII0-
JKEHIIO VIV BBIYMTAHUIO, I3MEHeHMe puT™a cHa [73].

Ha pgannoit craguu [19 Heobxonumo guddepen-
LMPOBATh C PSI/IOM COCTOSIHIIT, COIIPOBOXK/JAIOIIMXCS
KOTHUTMBHBIMU HapyIieHusMu (mabnuya 2).

ITocKONbKY MMeeTCsl KOppensLys MeXY YPOBHEM
IUIEpPaMMOHMEMUY U CTafyell Te4eHOYHO 9HIle-
¢amomarumy, KOTOPYIO MOXKHO OILIPEReIUTh [0 TECTY
cBsa3u uncen (TCY), To mpefcTaBIsieTCs1 BO3MOXKHBIM
KOCBEHHOE IIPEII0NOKEH e BBIPA’KEHHOCTY TUIIEPaM-
MOHMEMUN C VICIIONIb30BAHMEM TOTO YK€ TeCTa CBSI3U
gycen (puc. 1). CreneHp Bblpa)KeHHOCTH 3HIIedaso-
MATUY PACCYUTHIBAETCSA IO CKOPOCTY BBIIIOTTHEH NS
tecrta (mabnauya 3)

Jlna yno6crBa Bpada u nanyenta TCY MoxHO npo-
BeCTHU OHJIAIH 1o afpecy: www.Hepa-Merz.ru.

MepcncTupytowas 1 nporpeccupyiowas runepamMmMoHUeMUaA NpK XPOHYeCKX 3abonesaHusax neveHn (HAXKBM) oka-
3bIBaeT NpodrbporeHHbI 3QpPeKT, CnocobCTBYeT HapyLIEHWIO MeYEHOUHON reMOANHAMUKY, Pa3BUTUIO NOPTabHOM
runepTeHsuu, a B nocneayloLem CapkoneHnm CKeNeTHOI MyCKynaTypbl.

Kommenmapuu:

B oTeuecTBeHHOM uccnemoBaHNM y 60mpabIX X311
¢ ubposom 0-1 cTafguy METOLOM IIOIUTEHIATOrPa-
¢Gbuy BLIABIEHBl HAPYIIEHNS IIOPTO-IeUeHOUHOI
reMOJMHaMUKM, Y 601bHBIX ¢ pubposom 0 cT. 31U
M3MeHEeHMA HOCU/INU IMHAMMYECKUIT XapaKTep, 4YTO
onperienANoCch Ha GoHe PYHKIMOHANTBHBIX TECTOB
¢ rmy6oKuM fpIxaHyeM 1 HuTpaTamu. IlomydeHHbre
NaHHbIE CBU/IETENbCTBYIOT O TOM, YTO y>Ke Ha paH-
Hux cragusax X3II popMupyroTcsa HapyleHNs BHY-
TPUIIEYEHOYHON MUKPOUMPKYIALUN PA3TNIHOM
nokanusauyuu. Takxe y 60nbHbIX X311 BBIABICHBI
NpU3HAKY AUCPYHKIMY SHAOTENNA: HapyUIeHNe
SHJOTE/MII-3aBUCYMOI Ba30AM/IATaII I, TIOBbIILEHNE

MeTaboMINTOB OKCHAA a30Ta B epudepriecKkoit Kpo-
BU, HapyllIeHue 9KCIPEeCCUN CUHTa3 OKCM/A a30Ta
B TKaHMU NevYeHU (CHUKeHNe SKCIIPECCUN IHIOTE-
NMaNbHON CUHTAa3bl U MOSBIEHNE UHAYLUOENbHOI
CMHTa3bl OKcuja azora) [80, 81].

B 6puranckom uccnegoBanuu [82] in vitro u in vivo
[IOKa3aHO, YTO TUIIEPAMMOHNEMUS SIB/ISIETCS IIPUIMHOI:

e aKTUBALIMM 3Be3TYAThIX KIIETOK IIeYeH N,

e CHIDKEHUA KJIETOYHOTO MeTabonmama u nposnde-
pauny 3Be3g9aThIX KI€TOK ITeYEHN,

o akTmBayuu 0poduOPOreHHOro/IPOBOCIATUTEND-
HOTO IpOoGuIs 3Be3/[4aThIX K/IETOK,
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Ta6numna 2.
IuddepenunanbHblil JUarHos
T19 1 cocTosAHMIL, COPOBO-
KOAMMNXCA KOTHUTUBHBIMU
HapyIIeHVAMUI

KomMmenTapun:

* Hosonmoruyeckas caMocTo-
SATENTBPHOCTD aJIKOTOIbHO
JIeMEHLM U NIPU3HAETCA He
BCEMM aBTOpaMU B CUJTy ITaTO-
TeHeTUYEeCKOI pa3HOPOSHOCTHU
KOTHUTUBHBIX paCCTPOﬁ[CTB
IpU 3710y IOTpe6IeHIN
AJIKOTOJ/IEM.
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3aboneBaHuA MpuunHbl KnuHunuyeckne npusHaku 1 aHHble HEMPOBU3Yyanu3aLun

N CUHAPOMDI

Ouuedanomatua  DHuedamonaTus, CBA- PasBuTie ocTpoe MM MOJOCTPOE, MOXKET IIPOrPECCHPOBATD [0

Taite-BepHuke- 3aHHasA ¢ geduurom KOMBI, XapaKTepHa Perpeccis CMMIITOMOB Ha pOHe CBOEBPEMEH-

Kopcakosa TnammHa. OCHOBHas HOIJT aZleKBaTHOII 3aMeCTUTENIbHO Tepanuy TUAMIHOM.

(Wernicke-Korsa- mpudmHa - 3710ymnoTpe- Knaccnueckas Tpuaga (16-38% ciydaes): Ia3ofBuraTenbHble Ha-

koff’ssyndrome) 67IeHIIe AITKOTOMIEM, TaK pyurenns (HUCTarM, I/1a30fBUraTe/IbHble PAaCCTPOIICTBA, HApYILEeHNe
’Ke HEYKpOTMMasi PBOTa, 3pavKOBBIX PEAKIINil), ATAKCUsA, HApyIlIeHNe CO3HAHNA/TIOBEAeHNUA.
romopanue, 6apuatpude-  MPT - cuMMeTpuYHbIe TUIIEPEHCHBIE OYaTK B COCL[EBU/HBIX Te-
CKas XUPyprus 71X, TazlaMycax, apaBuafykoBoM npocrpancTee. CrenupuiHoCTh

usMeHenuit 93% [74].

Cunppom IlepBuyHas fereHepanusi  XapaKTepHO IOCTEIIEHHOE HAYajIo, C HEYKIIOHHBIM IIPOrpeccupoBa-

Mapxkuadasbi- (memmenuuusanueir) Mo-  HueM. KiMHMYecK1e IPOSIBIIEHNsI CBSI3AHBI C KOPKOBBIMM Hapylle-

BuHpsMuHM 30/IMCTOTO Tejla y MallMeH-  HUSAMI: BbIPa)KEHHbIE PACCTPOICTBA IIAMATH, adasus, alrpaKkcus,

(Marchiafava- TOB 3P€JIOro U IOXKMIOTO  SMU30[bI BO30Y KAEHNsI, YepeyIoLecs C lellpeccyeil, CKIOHHOCTD

Bignami Disease)

BO3pacTa.

Pepxuit cuHIpOM, KOTO-
PBIil CBA3BIBAIOT C U36DBI-
TOYHBIM YIOTpebIeHeM
HEKa4eCTBEHHOT0 KpPacHO-
ro BUHA.

K HACM/INIO, CITyXOBBIE U 3PUTE/IbHbIE Ta/ITIOLMHALIMI. BO3MOXKHBI
HOAKOPKOBBIe HAPYILIeHNs (aT€TO3, XOpest, TUKM), HAPYIIEeHNsI TOXOH-
KU (HepaBHOMEPHBII 1I1aT, HET aHTEPOIIY/IbCUM, <IIOXOMKA JIBDKHUKA» ).
MPT: nopaskeHue MO30/IMICTOTO Tejla C TUIePUHTEHCUBHBIMU
ouaramu Ha T2-B3BemeHHbIX MPT B ocTpyio dasy, c obpasoBanmem
KIICT Ha MeCTe IIPOM3OLIeAIIero Hekpo3a [75, 76].

AnkoronpHas
meMeHImsT*

JnmuTenbHOE 37OyIOTpe-
67eHNe anKoroneM

ITocTeneHHOe Hayalo ¥ MefIeHHOE IPOrpeccUpOBaHue: CHIDKEHNE
BHUMAaHVsI, HapyLIeHe KPATKOBPEMEHHOI IaMsTH, YIUIOL{eHI€ MBILI-
JIeHU, «TOOHBIN» I0MOP, M3MEHEeHMsI IMIHOCTH (371064, arpeccusi).
OT/IMYMsIMY OT COCYAMCTOI AeMEHLMY SABTISIOTCS G0JIee BEIpOKEHHOE
HapyIIeHle OTCPOYEHHOTO BOCIIPOM3BENEHNSA U Y3HABAHN, OT 60/1e3-
HM AblireiiMepa — OTCYTCTBIE Cepbe3HbIX HAPYIIEHNUIT TaMSATH.
MPT: Ha ¢oHe suddysHoit 061MpHOIT aTpodun 6oee BrIparkeHa
arpo¢usi T06GHOI JONU U MO3)KeUKa, XapaKTepHO pacIlupeHme
TPeThero >keaynouka [75, 77].

CHH[IpOM OTMEHBI

ITonnoe npekpaujenne

XapaKTepHbI TeHepaTn30BaHHbBIN MENIKO- U CpeJlHepa3MallInCThIi

AJIKOT O npuemMa aTKOT oA YN TPEMOp, TaXUKAPAM, TUIIePEeMUA KOXXHBIX TIOKPOBOB, apTePH-
yMeHI)H_[eHI/Ie €ro 103bI a7bHaA TMIIEPTEH3NA. HapyI_LIeHI/[H IIOBEIEHM A — BbIPA>KE€HHOE
y nur ¢ Gpusndeckoi 3aBu-  6eCIOKOICTBO, HapylleHMe cHa (KolmMapsl). B Hanbonee Tsxenom
CHMOCTBIO crydae — pa3BUTHE OCTPOTO ICUX03a (a/IKOTOMbHBIN Aenupuit, Oe-
Mas ropsAyka, delirium tremens) co cTyXOBBIMM, 3pUTENBHBIMY W/TH
060H$IT€7H)HI)IMI/I Ta/ITIOIVMHAOUAMUI.
Crrenmdudeckoit KapTHHBI IPU HElfPOBMU3yaMN3alLUM He OMMCAHO [75]
ITennarpa 3aboneBanne, cBsizaHHOe  Kiaccmyeckas Tpuaja ImejIarpel — [epMaTuT, fUapes U feMeHIus.
¢ feduIMTOM HMALIMHA IlepMaTUT — CUMMeTpPUYHAS SPUTEMA, 3y, BE3UKY/IBI Ha OTKPBITBIX
(BuTamuH B3) y 60/1BHBIX  y4acTKax Tejla: KOHEYHOCTH, 110, BOKPYT iuen (Casal’s oxxepernbe).
C XPOHUYECKUM aJIKOTO- Heltponcuxmarpudeckye IposiBIeHsI Pa3HOOOPAa3HbI M BapbU-
JIM3MOM, HapyIIeHUsMU PYIOT OT TOTIOBHOII 60/, pasfpaXk UTeIbHOCTH [0 IOTEPU MaMSATU
nuTanus (6e3OMHOCTB, U IICUXO03a.
aHOpPeKCHsI). Crienpuudeckoit KapTUHBI PV HEIIPOBMU3yaIM3alluy He OIm1caHo [78].
OmnycaHsl cIy4yan mpu
BMY-undexiym, 60ne3un
KpoHa, KapiHOugHOM
CUHApPOMe, y NAI[IIeHTOB Ha
Iuanuse U IpyU IpyeMe psfa
TIeKapCTB (M30HMABUS, ITHO-
HaMuf, 6-MepKaITOIypUH)
T'mnoTtupeos Knuunyecknit cungpoM, K KIMHMYECKUM IIPOSABIEHNUAM IMIIOTHPEO3a OTHOCAT HAapYIIEHNA

06YyC/IOB/IEHHBII TUIIO-
(yHKIMEI WU TOBUIHOM
JKeJe3pl

[IaMSATH, BHYMAHUS, MHTEPeCca K OKPY>KAIOLeMy, TUIIOMIMIS, YTOM-
JI5IEMOCTD U COHIMBOCTb. BO3MOXXHO pa3BUTME CYTOPOXKHBIX IIPUCTY-
I10B, BeCTNOY/IO-aTaKCHYeCK1e PacCTPOiiCTBa (HapyILUeHIe TOXOK,
Hucrarm). K pekuM HeBpOIOTMYeCKNM IIPOSIB/IEHNSIM IUIIOTIPe03a
OTHOCAT pasBUTIE IICX032 U TsDKeJIble HapYIIEeHVs CO3HAHISL.

Psap KIMHNYeCKUX HAOMIOfeHUII T03BO/IsIeT PaCLieHNBATh TUIIO-
THpeo3 Kak (paKTop, ycyrybsromuit passurue 119 u, BO3MOXHO,
CIIOCOOHBII TOTEHLMPOBATh IUIIepaMMOHMEMMIO [79].
Crenndndeckoit KapTUHBI 1P HENIPOBU3YaTN3aLNM HE ONIMCAHO.
[narHocTuka ocHoBbIBaeTcA Ha onpepenenne TTT, T3, T4 n yrou-
HEHU I STUOJIOTUY OPa>KeHN s L[N TOBUIHO >KeJIe3bl.




* HapyLIeHMs BHYTPUIIEYEHOYHOI reMOAMHAMUKIA
U HapaCTaHUA IOPTAJbHOTO IaB/IE€HNU,

o CTUMYIALMA SHEOPETUKYIAPHOTO CTpecca,

o MHAYKIMM 0Opa3soBaHMSI aKTUBHBIX GopM Ku-
cropopa.

B skcnepuMeHTaNbHBIX U KJIMHUYECKUX UCCIENO-
BaHMAX II0KA3aHO, YTO IIPU HEATKOTOJIbHOI KIPOBOIA
60nesun nevennt (HAJKBII) runepammoHnemusi pasBu-
BaeTCs Ha JOLVPPOTUYECKON CTaJiuM 3a CYeT CHYDKEHNA
aKTUBHOCTH (PePMEHTOB, YIACTBYIOIUX B OPHUTHHO-

NOJIOMKEHUE 10

pekomeHpaumn Horp & pHmoT | guidelines

BpeMﬂ BbINOJIHEHUA, CEK. C'rap,mn 3Hue¢anonamm
<40 Het
40-60 JlaTeHTHas
61-90 I, I-1I
91-120 II
121-150 II1
>150 v

BoM 1jukite [83-88]. Y mbiuteit c HAJKBII, pasBuBiuesics
Ha (OHe XMPOBOIL AMeThl, 3a(UKCUPOBAHO CHIDKEHIE
YPOBHS (epMEHTa, YTO COIPOBOXK/A/IOCh CHIDKEHNEM
CYHTe3a MOYEBUHBI U YBe/IMYEHNEM KOMNYeCTBa aM-
Muaka B TKaHM [IeYeH) B CPAaBHEHMM C KOHTPOIbHOI
rpymmnoit. Y 6onpubix ¢ HAJKBII Ha done oxxupenus
BBISABJICHO JOCTOBEPHOE [0 CPAaBHEHUIO CO 3[I0POBBIMI
JIMLIAMY CHIDKEHYE KO/IMYeCTBa M aKTUBHOCTYU (pepMeH-
TOB OPMHUTWHOBOTO IMK/IA, IPUYeM Ha CTAfNM CTea-
TOTENATUTA ITU U3MEHEHNUsI BhIPaXKeHbl 3HAYNUTENHHO
CUIbHEe, YeM Ha CTazuu crearosa [89-92].

Dusnonornyeckas (GyHKLMOHaANbHAA) TPAH3UTOPHAA ObICTPOO6PATIMAA FMMEPAMMOHMEMIS He HYXKAeTCA B IeYeHNN.
MaToreHeTUYeCcKan Tepanuis rMNepamMmMOHUEMUI BHE 3aBUCUMOCTY OT CTEMEHM €€ TAXKECTY HanpaBJieHa Ha JieueHune

OCHOBHOrO 3aboneBaHua, BKOYaeT AneTy CorpaHNYeHnemM XNBOTHOTO U AOCTATOYHbIM KOJTMYECTBOM PACTUTENIBHOTO
6enka, orpaHnyeHue (I)I/ISI/ILIECKI/IX Harpy3ok, N0 NoOKa3aHNAM Ha3Ha4yeHne KULWeYHbIX HeBCaCbiBalOLWKNXCA aHTMOMOTUKOB

(pndakcmumH-anbda), npe- u NPobMOTNKOB.

L-opHuTKH-L-acnapTaT (LOLA) saBnaeTtca 6a3ncHbIM NpenapaToM, MO3BONAKLMM B Ka4eCTBe MOHO- UK NonuTepa-
MUK KOPPEKTUPOBATb YPOBEHD MMNePaMMOHUEMIM, YTO MOXET NOTEHLMPOBaTb 3aflaHHble dapMaKkoanHaMUyecKmne

3¢pPeKTbl NpenapaToB MHbIX Gapmrpynn.

Kommenmapuu:
CoBpeMeHHbBIE METOMIbI JIeYEHM I TUIIePAMMOHEMUM
Halle/IeHbl Ha YMeHbllIeHe aMMOHMareHesa, abcop6-
VIO AMMMAKa B XKeTyZOYHO-KUIIEIHOM TPAKTe, aK-
TUBALMIO Ya/IeHIsI AMMMaKa Iy TeM aKTUBVPOBAHUS
ypeareHesa IIyTeM JIe4eHUsI OCHOBHOTO 3a00/IeBaHUA
wu f06aB/IeHIEM IIPOMEXY TOYHBIX IIPOJIYKTOB L{MKJIa
MOYEBMHBI i CMHTE3a IMIIoTaMuHa [93, 94].
UpesmepHOe OrpaHndeH e GelKa MOYXKET YBETNIUTD
yPOBEeHb aMMMaKa B CBIBOPOTKe KPOBI B pe3y/IbTaTe
aKTMBALMM MBILIEYHOro Karabonusma. Kpome toro,
orpaHmMyeHne noTpebneHns 6enka yxXygliaer HY-
TPUTUBHBIIL CTATYC (CTUMYIUPYET KaTabonmusm cob-
CTBEHHBIX 0€/IKOB), 4YTO CKa3bIBAETCS OTPULIATETBHO
Ha CAaMOYYBCTBUM IAIVIEHTOB C II€I€HOYHOIL HIje-
¢danomarueit [95]. Y manueHTOB ¢ yCTaHOBJIEHHBIM

IVArHO30M LIMppO3a MeYeH), MUHMMA/IbHBII eXe-
IHEeBHBIII AMeTNYeCKUIl ypOBEHb TOTpeb/IeHN A OefKa,
HeOoOXOI VMBI IS O//iep>KaHI sl a30TUCTOro6aIanca
0,8-1,0 r/kr Beca [96]. IToaToMy B HacTOALIee BpeMs
Ppsif peKOMeH/ ANl BBOAAT HOPMOIIPOTENHOBYIO 11-
eTy manyeHTaMm c I19, maryeHTaM, KOTOpbIe He Iepe-
HOCSIT HOPMaJIbHBII PaCTUTE/IbHDI 6€/10K, Ha 3aMeHY
€ro JXMBOTHBIM 6enikoM [97-99].

L-opunrtun L-acmaprat (LOLA), crabunbHas conb
OPHUTHHA U ACTIAPATMHOBOI KMCIOTBI, IPEJOCTABIISET
Ba)KHBIII CyOCTpaT CHHTe3a /1 I/TyTaMUHA M MOYeBH-
HBI, OCHOBHBIX KOMIIOHEHTOB fie3aMuHupoBanus [100].

DyTaMUHCHHTeTa3Hask peaKiys aKTUBUSUPYETCS O
meiicTBuEeM L-opHuTIHA-L-aciapTaTa He TO/IbKO B TIEYeH I,
HO U B MbIIILaX. BaKHBIM SB/IETCA U TO, YTO ACIap-

Pucysnox 1.
IIxana ;g NpoBeAeHN TecTa
CBA3M YMCEIL.

Ta6nuua3.
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TaT BCTpanBaeTcs B ukI Kpebea, To ecTb yBemrunBaeT
CUHTe3 MaKpO3PIoB 1 CHIDKAaeT 00pa3oBaHyie MOTOYHOM
KHCIIOTBI, 4TO, B CBOIO O4Yepellb, YMEHbIIAeT IPOHNILA-
eMOCTb reMaro-sHIedandeckoro 6apbepa (I'9B) mia
TOKCHYeCKVIX BetiecTB. OCHOBHBIE (hapMaKOIOrIIecKe
cBoiictBa LOLA: L-opuntuna-L-acnapraTr obmagaer
IBOJHBIM MeXaHM3MOM 3a CUeT BCTpaMBaHMs obenx
AMMHOKMC/IOT B OpHUTMHOBBI MK/ LOLA nosbimaer
TOJIEPAHTHOCTD K Oe/IKy U o6/mafjaeT aHabOMMIeCKIM
HeVICTBYEM, YBEMNINBAET SHEPreTNIeCKIIT IIOTEHIIAIT
KJIeTOK, yCU/IMBAET YTIIN3ALNIO MOJIOYHOI KUCTIOTHL.
Memb6panocrabunusupyomuit 3¢ dext 06ycm1oBinBaeT
aHTMOKCUIAHTHOE JeiicTBIe L-opHuTnH-L-acmaprara,
3T0T 3¢ PeKT 0c060 3HAUMM PV XPOHMYECKNX 3a607IeBa-
HJAX [IeYeHM, B IIEPBYIO OYepelb aIKOTOIbHOI STUOTIOT M.

L-opuntun:

o BKJIIOYAETCs B LUK/l MOYEBIMHBI B KadeCTBe CybcTpa-
Ta (Ha 3Tale CMHTe3a HUTPY/IINHA);

o SBISETCS CTUMYIATOPOM Kapbamonndocdarcuu-
TeTasbl I (mepBoro gepMeHTa IMK/Ia MOYEBIHDI);

o SABJIAETCS AKTUBATOPOM ITTyTAMUHCMHTETA3HOI!
peakLMM B IIeYeHN Y MBIIIIAX, CHVKAET KOHIIeH-
TpPAIVI0 aMMUAaKa B II/Ta3Me KPOBII;

e CHOCOOGCTBYET HOPManaM3aLMU KUCIOTHO-
OCHOBHOTO PaBHOBECH A OPTaHM3Ma;

e CIIOCOOCTBYeT IPOAYKIMY MHCYIMHA M COMaTO-
TPOITHOTO TOPMOHA;

o ymyulraer 6e1KOBbIN 0OMeH Ipy 3a60NMeBaHMAX,
TpeOYIOIMX NapeHTePaNTbHOrO IMTaHNA.

L-acnaprart:

o BK/IIOYAeTCA B LMK MOYEBMHBI Ha 3Talle CUHTe3a
apTMHMHCYKIIMHATA;

o AB/IAETCS CYyOCTPATOM [I/Is1 CMHTe3a [IyTaMIHa;

o YYaCTBYeT B CBSI3bIBAHNI aMMIAKa B [IEPUBEHO3HOI
KPOBH, TeNIATOLMTAX, MO3Te, APYTUX TKAHIX;

o CTUMYIMPYET CMHTE3 [IyTAMIHA B MBIIIIIAX U ITe-
PVIBEHO3HBIX I€IIaTOLUTAX;

o OKAa3bIBAeT CTUMY/IMUPYIOIee feiICTBIE Ha HEaKTIB-
HbIe J/IU HOpa’keHHble KJIeTKN IeYeH;

o CTUMYIMPYET pereHepaljiio, yIydIlaer SHepreT-
YeCKIie IPOLIeCChl B HOBPEX/JEHHOI TKAHM IIeYeH;

o y4YacTBYeT B IMKJIe TPUKAPOOHOBBIX KUCTIOT;

o ob1ajiaeT CIOCOOHOCTDIO IPOHUKATD Yepe3 MeMbpa-
HBI KJIETOK IIyTeM aKTHBHOT'O TPAaHCIIOPTA;

o BHYTpU KJIETKM YYaCTBYeT B IIPOLieCCaxX SHepreThye-
CKOT0 0OMeHa, TPOXOMSIINX B MUTOXOH/PIISIX, 38 CIET
ero IOBbIIIAET FHEPreTIUeCKOe ObeciedeH e TKAH;

o oOmajaeT aHAOOMYECKUM JEICTBMEM Ha MBIIIIbI.

ITpoBeneHHBI MeTaaHaM3 10 paHZOMM3MPOBAHHBIX
KIMHIYECKMX YICCTeoBaHmit y 884 GONbHBIX IOKasall,
4yTO B cpaBHeHun ¢ mwiane6o LOLA okassiBaeTcs fo-
cToBepHO 6osee 3P GeKTVBHBIM IO BO3LEICTBUIO Ha
MEHTA/IbHBIII CTAaTyC IIPYU TTeYeHOUHO 9HILledaonaTin
(RR 1.36 (95% CI 1.10-1.69), p = 0.005), B TOM 4ncie
n npu BoipaxkeHHON (RR: 1.19, 95% CI of 1.01-1.39,
oburas apdexTuBHOCTD: Z = 2.14, p = 0.03) ¥ Ipy MUHU-
manpHOM (RR:2.15 (1.48-3.14), p < 0.0001). Yny4menne
KJIMHUYIECKOTO COCTOSIHVS COIPOBOXKAANIOCH TOCTO-
BEpHBIM CHIDKeHIeM YPOBH:A aMMMaKa B kposu (MD:
-17.50 umol/1 (-27.73 to (-7.26)), p = 0,008), ogxaxko
reTepOreHHOCTh HAOMIOfeHNiT ocnabeBana B KINHI-
YECKMX VICC/IEOBAHNAX €BPONECKOI IOMY/IALMNA IPK
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KonuyecTBe MeHee yeM B 100 ydacTHukoB. OpanbHble
npernaparsl LOLA 6bum11 BecbMa 9¢GeKTHBHbI IIpH 1ede-
HUM MUHMMaJIBHOJ [Ie4eHOYHO sHIledanonaTny [101].
Taxum 06pa3om, MexaHU3M JieitcTBus L-opHurnHa-L-
acrapTara yKa3blBaeT Ha 11eJIeC000pa3HOCTb BKIIIOUEHMA
[aHHOTO IIperapara KakK [i/is TedeHNs 60/IbHBIX C Iede-
HOYHOJI HeJOCTATOYHOCTDIO, 0COOEHHO OCTIOXHEHHOI
IeYeHOYHOI! sHIedanonaTueil, Tak 1 [ KOLUPPO-
TUYECKOIl U HEUMPPOTUIECKOI IUIePAMMOHIEMMUN.
L-opanTuH-L-acmmapTaT Ba>kHO BK/TIOYATh B TEPATINIO
Ha CaMbIX PaHHMX CTaiuAX 3a60/1eBaHMA. [I/INTeIbHOCTD
JIeYeHN I 3aBUCUT OT MHOTMX NIPUYNH ¥ MOXET Ipo-
IO/DKATbCA B TeYEHUE IIPOJIO/DKUTENILHOTO BPEMEHM.
IIpumeHeHne L-opanutnHa-L-acnapraTta y 60/1bHBIX
He4eHOYHOIT HeTOCTaTOYHOCTRI0 1 I1D ynydrnaer GpyHk-
L[MI0 He TOJIBKO TelaTOLNTOB, HO 1 HelpoHOB [102].
Demura S. 1 cOaBT. B JBOJIHOM CJIEIIOM IIIane60-
KOHTPO/IMPYEMOM MCCTIEeNOBAHUM M3Yy4any BAUAHNE
L-opHMUTKMHA Ha IEPEHOCUMOCTDb BEIOTPEHNPOBOK,
CKOPOCTb MCTOIIAeMOCTH ¥ MEeTabOoMN3M aMMHUaKa BO
BpeMsA M I0C/Ie TPEHMPOBKM Y 3/J0POBLIX BOTOHTE-
poB. KormeHTpanmsa aMMmaxa B I1a3Me cpasy Imocie
u 4yepes3 15 MMH MOC/e JONOMHUTENbHBIX HArPy30K
B rpyne L-opHUTHHA ObUI 3HAYUTENbHO HIKE, YeM
B rpymie mae6o. Takum o6pasom, L-opHUTHH yBe-
JIMYMBAT CIIOCOOHOCTH aMMuayHoro 6ydepa, Kak Bo
BpeMsi, TaK ¥ II0CyIe TpeHupoBky [103].
TemmaTonporexTrBHbIe cBolicTBa LOLA mokasaHbI
y HaIMIeHTOB C XPOHMYECKIMY 3a00/IeBaHAMY ITeYeHN
pasnuyHoit atuonoruu [104-107]. [JaHHbIe MHOTOLIEH-
TPOBOTO HEPAHAOMM3MPOBAHHOTO IPOCIEKTUBHOIO
KOTOPTHOT'O MCCTIEIOBAHMS, C y9acTyeM 1167 nanyeHToB
C XpOHMYECKMMI 3a60/IeBAHVAMM IIeYeHM, B TOM YUCTIE
648 60mpHbIX HACT, npopeMoHCTpupoBany 3¢ GeKTB-
HOCTbD U Xopouyio nepeHocumocts LOLA [107].
HapacTanue KOHI[eHTpalMy aMMIaKa BbIAB/IAETCA
y 60ombHbIX ¢ X3II yKe Ha JOUMPPOTIIECKOI CTaaum
[104]. B nccnegoBanum ¢ yyacteM GONbHBIX C Heasl-
KOTOJILHOV XKUPOBOJT 60/IE3HBIO MIeYeHM NTOKA3aHO, YTO
Ha PoHe IpUMeHeHNs L-OpHUTHH-L-aciapTaTicXogHO
uMeBIIasaca Ha 0-1 cragym Gpubpo3a rumnepaMMOHUEMIUSL
CYILIIeCTBEHHO CHU3M/IACH U COIIPOBOXK/IA/IACh Yy YLIeHN -
eM OO0ILero COCTOSHMA U TabOPaTOPHBIX TTOKa3aTesell.
B npyrom poccmiickoM MCCIeloBaHNM C MICTIONb30BaHEM
peorenatorpadui 610 yOeIUTENbHO IOKA3aHO Hapy-
IIeHVIe TOPTATbHOTO KPOBOTOKA PV TMTIEPAMMOHVIEMII
y 6O/IbHBIX ¢ HoLuppoTidecKumu ctapusamu X311 [108].
Jleuenne 289 nmaumentoB HACI ¢ ucnonb3oBanmeMm
LOLA Ha IpOTsDKEHNIM TPeX MecsiLieB Ha pOoHe Xopoleit
IePEHOCUMOCTHU Y BBICOKOTO KOMIITaeHCa 60IBHBIX
CII0COOCTBOBAJIO CHIDKEHMIO YPOBHelT aMMIaKa, Koppe-
JIMPYIOIIUM C YMeHbIIEHVeM COCYAVICTBIX HapyIIeHNI
CTAaTUCTUYECKM 3HAYMMOMY YMyYIIeHNIO KIVMHUKO-
6MO0XMMMYECKMX ITOKa3aTenel 1 KadecTBa kusHu [80].
L-opHnTyH-L-acmapTaT yny4inan nokasarTenyn BHYTpy-
IIe4eHOYHOI0 KPOBOTOKA Y IAI[VIEHTOB C Pas/IYHbIMU
TUIIAMJ HapyLIeHN IIOPTOIIeYeHOYHON reMOIVMHAMUKIA.
Kpowme toro, L-opanTnH-L-acnaprar cHIbKaeT aMMu-
aK B KPOBJ I 3a CUET 3TOTO, BEPOATHO, IPOUCXOTNUT
TeaKTUBaIMA 3Be3A4YaThIX KJIETOK Ie4eHM, CHIDKEeHNe
UX KOHTPAKTUJIBHOCTU M yIy4lIeH)e Ie4YeHOUYHOTO
KPOBOTOKA.
ITpuem LOLA nmpepoTBpaijaet OpOXHO-TPaHCIOPT-
Hble HapYIIeHNsA Y BOAUTENel ¢ XpOHMYECKUM TeTIaTy-
toM C 1 MMHUMa/IbHBIM pubpo3om nedenn [109].
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KapBeRWIONa y 60/IbHBIX ¢ HEOCTATOYHOCTHIO KPOBOOOPa-
I1{eHMs Y 6O/IbHBIX C a/IKOTO/IbHON 0071e3HBI0 ITeveHy [110].

Mep,l/lKaMeHTOBHble MeTo[bl CHAXKEeHNA CMHTEe3a aMMUaKa-aMMOHNA KULIeYHoMN MI/IKpOGI/IOTOI?I

OCHOBHaA 1ie/Ib Ha3HaYeHs aHTUOMOTIKOB 6O/IbHBIM
¢ runepammoHueMnueit u I19 3axmodaeTcs B mogasie-
HIY YPeasOoIpOAYLMPYIOLel KUIIeIHO MUKPO(IOPBL.
IMonoxxntenbHOe BIMAHME pudaKcuMuHa-anbda Ha
JleYeHye TMIIePaMMOHMEMNUN TTI0Ka3aHO B HECKOIbKMX
KIMHUYIECKMX UCCIenoBanmax [111-113].

IpenmoyTeHye OTAAETCA HEBCACHIBAIOIEMYCS aHTH-
6uoTuxy pudakcumuny-anbda. Pudakcumun-ansda -
HeBCaChIBAIOIIMIICA aHTMOMOTHK MIMPOKOTO CIEKTpPa
IeiiCTBNA, AKTMBEH B OTHOLIEHNM OONBIINHCTBA TPaM-
TOIO>KUTENIbHBIX I TPAMOTPUIATEIbHBIX KaK a9POOHBIX,
TaK ¥ aHa9pOOHBIX GaKTepuil.

ITpemapar NpaKTUYECKU He BCACBIBACTCS B XKENy-
nouno-kuievyHoM tpakre (OKKT), npu nepopanbHoM
IpMeMe HAaTOLIaK, B KPOBU OOHAPYXXMBaeTCs He 6oree
1% OT IpPUHATOM TO3BL.

MunnManbHOe BCachIBaHMe efICTBYIOLIErO BelecTBa
B IUTa3My KPOBU CHIDKAET PUCK BOSHMKHOBEHUS CUCTEM-
HBIX TOOO0YHBIX 3¢)(heKTOB, BHEKMILIEYHDIX JIEKAPCTBEH-
HBIX B3aMOJENCTBUI C APYTMMM IIpelapaTaMu, y Ia-
IMeHTOB C 3a060/IeBaHMAMI [IeYeHN HeT HeOOXOMMOCTH
B KOPPEKILIMY JIO3bL.

SddexTnBHOCTS NpUMeHeHNs pudaKcUMIUHA-anIbdha
nipu nevervu 113 6bu1a 607Iee BBICOKOIT, YeM JCIIONIb30-
BaHe HEeBCACBIBAIOIVIXCA AycaxapuyoB. Vccnenosanus,
BbINO/NHeHHbIe B coorBeTcTBUM ¢ Good Clinical Practice
(Hapnexarmas xmmHndeckas npaktuka, [OCTP 52379-
2005), IIOATBEP>KAAIOT, YTO priaKCUMUH-aIbda MOXKET
6bITh 9 peKTIBHEe TAKTYIO3BI Y PsAfa MALMeHToB ¢ 119
I-1IT crapwit [81, 114, 115]. PekoMeH/yeMas e>xefHeBHaA
To3a B3pocabiM 1200 MI/CyT, Kak IIPaBIUIO, Pa3feNAeTCs
Ha TpY IIpKeMa B TedeHne 7-10 CyTOK, TOBTOPEHMeE TaKUX
KYPCOB JO/DKHO OBITb ©XKeMeCSIHO Ha IPOTSDKEHUN [TH-
TeJIHOTO BPEeMEHJ, [P HeOOXOAMMOCTH IIOCTOAHHO [116].

Bp1710 10Ka3aHO TONIOKUTENbHOE JeiCTBIE ITperapaTa
KaK Ha ypOBEHb aMMOHVs B KPOBH, TaK U Ha JUHAMUKY
KIMHIYIeCKIX Ipossiennit [19.

B pape uccnemoBanmii mokasaHO yMeHbIIEHME YMCTIA
rocIuTaM3anyit Ha poHe mpreMa pudaxcuMmuHa-aaboha
y HAaLMEeHTOB C PeLMAMBUPYIOLIell SHLIedaonaTuei
[117-120].

ITpuMeHeHUe IPOOMOTIKOB MO3BOJISIET KOHKYPEHT-
HO BBITECHATD YPeasolpOoAYLMPYIOlI/e ITaTOTeHHbIe
6axTepun B KMIIEYHMKE. Pe3ynbTaThl MccmefoBaHmit
[0 OL[eHKe BIMAHMS NMpobuoTukos Ha 19 [121, 122]
MOKa3aJIy, 4TO IPOOMOTUKM YMEHbLIAIOT IIPOHMIIAe-
MOCTb KMIIIeYHVKA U CEKPELMI0 6aKTepuaIbHOI ypeassl,
YBeMYMBAIOT BbIfie/IeHIe aMMMaKa U y/Iy4dIIaloT MeTa-
60mmaecKmil OTEHIVAN SIUTENVA KUILIeYHUKA, UTPAIOT
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POJIb B CHIDKEHNMM KOHIIEHTPALIVI aMMIaKa B [IOPTa/Ib-
HOIT KPOBH, IIOCKO/IBKY MHIMOUPYIOT GaKTepMambHYIO
ypeasHYI0 aKTUBHOCTb.

ITockonmbKy OONBIIMHCTBO IPOOMOTUKOB IIPOAYLI-
PYIOT KMCTIOTBI, KOTOpBIe CHIDKaloT pH B xuineyHnxe,
abcopbiisa ammumaka yMmeHburaercs [123]. Kpome Toro,
IIPOOVOTHKY CIIOCOOCTBYIOT YMEHBIIEHNIO BOCIIATIEHUS
1 OKVMICJIUTEIBHOTO CTPecca B K/IeTKaX IeYeHM, YTO IPU-
BOJUT K YBE/TMYEHNIO IEIeHOYHOTO K/IMPeHCca aMMIaKa
¥ YMeHbIIECHMUIO IOITIOeHNSA SPYTHUX TOKCUHOB.

B MeTa-aHamuse 21 paHZOMUSMPOBAHHOTO KIMHU-
YECKOI0 MCCIefoBanuA ¢ ydactueM 1420 manyeHTon
¢ II9 mokasaHo, YTO MPOOMOTUKM YMEHbINAIOT KIVHM-
JecKie MposiBIeHns 119, MOBBIIIAIOT Ka4eCTBO KU3HY
IALMEHTOB U CIIOCOOCTBYIOT CHIDKEHUIO KOHIIEHTpa-
ILIMI0 aMMJaKa B I/Ta3Me, HO He B/IMSIOT Ha IOKa3aTesb
cMepTHOCTH [124].

ITepopa/IbHBIIT IIpyeM MITAMMOB IIPOOVOTIKOB BU/A
Lactobacillus cHy>XaeT ypoBeHb aMMMaKa B KPOBU Y Ia-
LIYIEHTOB C LMPPO30M IeueHu [125].

VccnenoBanns mokasany, 4TO IITaMM GakTepuit
Lactobacillus acidophilus MognduipyeT KMIIEYHYIO
¢rnopy, yny4iraeT KOTHUTUBHBIE QYHKIMY Y ITAIIEHTOB
C IMPPO30M IIeYeHH, a mTaMM Enterococcus faecium
SF68 moBbIIIaeT TOEPaHTHOCTD K OEIKOBOI Harpyske,
CII0COOCTBYET HOCTIDKEHNMIO 60/Iee HI3KOTO YPOBHS aM-
MMaKa I yIy4lIaeT ICUXIIeCKOoe COCTOSHIE U ICHXOMe-
TpMUeCKye TOKa3aTe M IPY [UINTeIbHOM JIeYeHNY alli-
€HTOB C IIMppo3oM nedenn u 19 1-2 crenenu [126, 127].

BBICOKOKOHIIEHTPMPOBaHHbIe KOMOVHALN IIPO6MO-
T4eckux mrTaMmoB (Bifidobacterium sp., Lactobacillu ssp.,
Streptococcus thermophilus) y aIeHToB C HUPPO3OM
u I1D 0Ka3bIBAIOT CYILIECTBEHHOE BIMsAHME Ha CTENeHb
runepaMmonuemuu [128].

B Hacrosiiee BpeMs IIPOOMOTIKI OCTAIOTCS BTOPOIL
VUTY TPEeTheil IMHNeT Tepary runepaMmorvemym u [19.

B TOoXXe BpeMs MpeOMOTUKM TaKTUTON 1 JTaKTY/I03a
IIpY JIeYeHNM IIeYeHOYHON 3HIedasonaTnu B page Cu-
Tyaumit MOTyT OBITH CpefiCTBOM BbIOOpa [127, 129, 35].

OKCIIepThl OTMEYAIOT, YTO, HOMMMO 3a60/IeBaHMIT
IeYeHM, TOKa He MIMeeTCs JOKa3aHHBIX KOPPeIALMi
MEXy YPOBHEM IMIIEPAMMOHMEMUN U KIMHIIECKOI
KapTIHOI MHBIX 3a60/eBanmit. Mopeny sHuedanomarin
u ¢pubposa nedeHn SIBIAOTCSI HanbosIee N3yIeHHbI-
MU, ¥ TPeOYIOT BEyMUNBOTO U AyiddepeHIPOBAHHOTO
HOAXO0fia K M36paHHBIM MOJE/IAM JIedeHNs, B KOTOPOM
BBIsIBJICHME ATOTEHETUYECKIX IIPUYMH MOBBIIIEHIA
KOHEYHBIX IPOJIYKTOB MeTab0/I13Ma a30Ta JOJDKHO ObITh
KOPPErnpoBaHo BO3/IE/ICTBIEM Ha BCE €r0 3BEHbSL.

MopaxeHune neyenu npu COVID-19 HOCUT NOANSTUONOTNYECKUI XapaKTep U TpebyeT nekapcTBeHHOI KoppeKuuu. MporHo3
3aboneBaHuUA yXyALWAOT NpeALLecTByoLMe XPOHUYeCKMe 3aboneBaHNA — HeankoronbHas }1poBas 6one3Hb neyeHy,
aNKorosbHble 1 TOKCMYeCKMe NOPaXKeHNA NeYeHy, B T.4. IeKapCTBEHHbIE, XPOHMUYECKMe BUPYCHbe renatuTbl v T.4. Kpu-
TePUAMU TAXKECTU ABNAIOTCA YBENMYEHMe NoKasaTenein uutonusa, epputuHa, rmnoanbbymmHemus, Hanuume ¢pubposa.

O6bemMbl NeKapCTBEHHO Tepanu B STUX KNMHNYECKUX CUTYaLMAX TPeBYIOT KoppeKLum runepaMmmoHnemMnm, B TOM
yucne N NpuMeHeHnem npenapata L-opHuTuH-L-acnaptat nog KoHTponem cofepxaHua B nepndeprnyeckoil Kposm

YPOBHA aMMWaKa-aMMOHUA.
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Kommenmapuu:

YacToe opaskeH1 1 OpraHOB NUILeBAPEHN S IIPU HOBOI
KopoHa BupycHoit nHpexuuu (SARS-CoV-2), a Taxxe
ee BO3MOXXHOE COYeTaHMe C TaCTPOIHTEPOTIOrIYe-
CKOJ1 IIATOTIOT Vel YC/IOXKHSIET BeCh KOMIITIEKC /ledeGHO-
AMATHOCTUYECKIX MEPONIPUATHIL B OTHOLICHN Y TAKUX
[IAlIMEeHTOB, IpeANnonaraeT MoguQUKaINIO NelICTBYIO-
IMX HOfXOMOB U KJIMHUYECKUX PEKOMEHIAL L.

[IMKONPOTENH KOPOHA BUPYCa UMeeT TPOITHOCTD
K 9HJOTENMNOLIITaM, TeIIaTOLMTaM, XOMaHTMOLITAM,
copep>xamyuM penentopel ACE2, uto obycinaBnusaer
[Opa>keHIe IaPeHXMMATO3HBIX OPIaHOB, B TOM YNCIIe
IeYeHM, U CIUBUCTBIX obomodek. Hammuane xponnde-
CKUX 3a00/IeBaHMIT IIeYeHN yCYTyO/IAeT TSAXKECTb CO-
CTOSIHMA 6OTTBHOTO

KpoMe KIMHMYeCKUX IIPU3HAKOB OCTPOIL pecrypa-
TOpHOI1 BupycHoi nHpekuunu npu COVID-19 cpenn
IIePBBIX CHMIITOMOB MOTYT OBITB 1apesi, TOLIHOTA, PBOTA.
ITpoBepeHHBIe UCCIENOBAHN IIOKA3bIBAIOT HOCTATOYHO
HeOJHOPOJHbIE JAHHBIE 10 YaCTOTe CUMIITOMOB ITOpa-
YKEHUS OPTaHOB MMILEBAPeHV TPy MaHdecTalun 3a-
6oneBaHmA.

ITpu nadexuyn COVID-19 y 50% maljueHTOB OTMe-
YaJICs TPAH3UTOPHBII IO beM AKTUBHOCTY TPAHCAMU-
Ha3, ypoBH1 6umupy6uHa (Ko 2 HOpM), 00YCTIOBIEHHBIIT
KaK IUIepaKTUBaLMell MMMYHNUTETA, UTOKMHOBOI
arpeccun, ycunenneM Bocnanenus (bystanderhepatitis),
TaK 1 [IOBPEX/eHVEM BYPYCOM XOJIAHTMOLITOB,  TaK-
JKe TellaTOTOKCHMYECKIM HeJICTBIEM UCIIONb3yYeMBbIX
JIeKapCTBEHHBIX IIPeNIapaToB.

OcobeHHocTr 06CIeqOBaHMA:

o YTOYHEHMe Ka/lob cO CTOPOHBI OPTaHOB IMIIeBa-

PeHMA: aHOPEKCH A, HapyIIeHNUA CTy/Ia, MeTeOPU3M,

TOIIHOTA, pPBOTA, 6O/Ib B )KUBOTE;

o ¢usnkanbHOE 0OCNIETOBAHME C yCTAHOB/ICHNEM CTe-

HEHY TAXKECTU COCTOAHMA NALMIeHTa, 00543aTe/IbHO
IO/KHO BK/TIOYATD MCCIeioBaHye (OCMOTp XIBOTa,
HaJIbIIalVisl, IePKYCCHsI) OPraHOB OPIOLIHOI IIOMIO-
CTU C OIIpefieTIeHVeM 30H YpUYaHUs, 60Ie3HEHHOCT

NMOJIOMEHME 12

experimental & clinical gastroenterology | Ne 187 (3) 2021

py r/1y6OKOI abIIaliui, pa3MepoB MeYeHN U Ce-
nesenku 1o Kypnosy. Heo6xonumo BbIsiCHeHMe
XapaKTePUCTUK CTy/Ia: YaCTOTa 33 CyTKU, 00beM,
¢dbopma (KOHCUCTeHIVS), IIBET, 3aI1aX, HaTOIorIYe-
CKMe IPUMeCH;

o IONOTTHUTETIBHO K 1Ta00PaTOPHOMY 00C/IeIOBAHMUIO:
AJIT, ACT, ITTIL, II®, 6unupy6us;

o M3MepeHMe YPOBHs aMMuaka (I KOppeKIuu
I'mnepaMMOHMEMUN);

o Y3MU opraHoB 6promHOI MOA0CTH (IPY HATUIUK
K/IMHUYECKUX U TabOpaTOPHBIX MPU3HAKOB HOpa-
JKEHWs TIeYeH ).

IIporHo3 3a60/eBaHMsI YXY/AIIAIOT IPEALIeCTBYIO-

I[ye XpOHMYeCKIe 3a60/IeBaHMS:

o HEAJIKOTO/IbHOE TOpaXXKeHe IIeYeH;

o QJIKOTOJIbHOE MOpa’keHNUe MeYeH;

o TOKCHYECKOEe MOpakeHIe IeYeH;

o JIEKAPCTBEHHO-MH[YIMPOBAHHBIE IIOPaXKeHNU A

[eYeH;

o BUPYCHbIE TeNIaTUTDL.

OTMeueHO NOBBILIEHNE YPOBHS COAEP>KAHNUs aM-
Muaxa B mepudepruueckoil KpoBI y BCeX CTAI[MOHAP-
HbIX 601bHBIX ¢ COVID-19; o6parnn Ha cebs1 BHU-
MaHMe TOT GaKT, YTO NIPM JaIbHelllIeM ITOBbILIeHNN
HoKasaTens (BbIIE TOYKM OTCEYeHNs) 3a00/IeBaHNe
HIePEXORNTIO B TSDKENYI0 GOPMY C YXY/ALUIEHNEM KIIN-
HIYECKOT'O COCTOSIHNS, TPeGOBABIIEro CIeIaIn3N-
POBaHHOI peCIMPATOPHON NOANEPKKM U IIepeBofa
60/IbHOTO B OTAe/IeHIe AaHECTE3UOIOT U U PeaH-
Manuu. T.o., cTelleHb I'MIepaMMOHMEMUN MOXKHO
CYUTATh MapKepoM IIPOTHO3a TAXKECT!U TeYeHN 3a-
6oneBannsa [130].

O6'peMBI IEKaPCTBEHHOI Tepalluy B 9TUX KINHN-
YeCKMX CUTYaLMsIX TPeOYIOT KOPPeKI UM TUIepaM-
MOHMEMMNH TIpenapaToM L-opHutuH-L-acmaprarmon
KOHTpOJIEM COfiepKaHusA B Iepudepudeckoil KpoBU
YPOBHs aMMMaKa-aMMoHus [131].

PEKOMEHAYEMbIE KYPCbI JIEYEHUA L-opHWTWH-L-acnapTaTom
[TokasaHMAMM K NPUMEHEHNIO N peKOMEHAYEeMbIMI KypCaMu leyeHnsa npenapaTom L-opHutnH-L-acnaptat (LOLA)

ABNAIOTCA:

« OcTpble 1 XpoHNUECKMe 3ab01eBaHA NeYeHU, CONPOBOXKAAILLMECS TMNEPAMMOHUEMUEN;
« [leyeHouHas 3HUedanonaTnaA (NaTeHTHaA 1 BblpaXKeHHas);

« (CTeato3bl 1 cTeaTorenatuTbl (Pa3nnMyYHOro reHesa).

B 3aBMCMMOCTU OT CTENEHN TAXKECTU KypC IeYeHNsA COCTaBNAEeT:

+ [unepammoHvemus nerkas (I crenenn): LOLA 3,0-6,0 1 (1-2 cawwe) 3 pa3a B CyTKu 4 Hefienun, N0 OKOHYaHWM ieyeHmA
KOHTponb TecTa cBA3n uncen (TCH) n ypoBHA ammunaka B KpoBY;

+ [unepammonunemua cpegHas (Il ctenenn): LOLA 3,0-6,0 r (1-2 cawe) 3 pa3a B CyTKM A0 3-X MecALEeB, B mpoLecce
NeYyeHNs 1 N0 ero OKOHYaHNUK -KOHTPOSIb TeCTa CBA3W YMCeN 1 YPOBHA aMMIMaKa B KPOBY;

« Tvnepammonuemms taxenas (lll crenenn): LOLA 10,0-40,0 rp. (20,0-80,0) mn Ha 400,0 M ¢pr3nonormyeckoro
pacTBopa HaTpuA XI0pMAa B/B KanenbHO MeASIEHHO exKeJHEBHO A0 KYMMPOBaHUA KNNHNYECKNX CUMNTOMOB
1 CHUXKeHUA yPOBHA aMMmaka B Kposw, fanee 3,0-6,0 r (1-2 cawe) 3 pasa B CyTKM Cpokom [0 3—6 mecaues (npu
Heo6X0ANMOCTMN — fONbLUE); B MPOLiecce IeUeHUs 1 Mo ero OKOHYaHWM — KOHTPOJIb TecTa CBA3W YMCen U YPOBHA

aMMMaKa B KPOBU.

I'IpM HeobXxoAMMoCTH KypCbl nevyeHna moryT 6bITb NOBTOPEHbI.
I'Iepen npumMmeHeHnemM npenaparta cnepyeT TwaTte/ibHO 03HaKOMUTCA C VIHCprKLU/IEIh.
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