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Pesome

MoBbilLeHWe coaepKaHyA B TKAHAX KONMYeCTBa aMMMaka-aMMOHUA UTPAeT CYLLeCTBEHHYIO POfib B Pa3BUTUM NATONOTMN Ye-
nogeka. lMosasneHue Bce bonbLUero KoNMyecTsa NybnMKaLmii NoaUYepKUBAET akTyanbHOCTb Npobnembl. KonnekTye SKCnepToB,
NPUHUMaBLLUKX y4acTve B paboTe XXVII Cbe3aa Hayuroro obuiectsa ractpoaHTeponoros Poccun (HOTP) ot 14 Hosbpsa 2024 roia,
NPUHAN pelLleHne 0 BHECEHNW KOPPEKTUB B TEKCT onybnrkoeaHHoro 8 2021 r. Poccuiickoro KoHceHcyca «[MnepammoHuemmns
y B3pocnbix» (Bepcua 2021).

KntoueBble c1oBa: rvinepaMmMoH1eMms, aMMUak-aMMOHIIA, CApKOMEHWA, HeanKoronbHasA X1poBas 601e3Hb neyeHn, sHueda-
N10NATVIA, OPHUTUH, OPHUTWUH-aCNapTaT, NakTyno3a, prdakcmmy, COVD-19, NOCTKOBMAHbIA CUHAPOM

KoHONMKT HTEepecoB. ABTOPbI 3aABNAIOT 00 OTCYTCTBUN KOHPNVKTA VHTEPECOB.
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Summary

Anincrease in the amount of ammonia-ammonium in tissues plays a significant role in the development of human pathology.
The appearance of an increasing number of publications emphasizes the urgency of the problem. A team of experts who took
part in the XXVII Congress of the Scientific Society of Gastroenterologists of Russia (NOGR) on November 14, 2024 decided
to make adjustments to the text of the Russian Consensus “Hyperammonemia in Adults” published in 2021 (Version 2021).
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MonoxeHune 1

rl/ll'lepaMMOHI/IeMI/IFl —NPOJOIXKNTENIbHOE U KPAaTKOBPEMEHHOE MOBbILWEHNE COAEPKAaHMNA aMMMNaKa-aMMOHUA NPOTNB
Oﬁl.l.l,enpl/lHFlTle HOpM C BO3/le/ICTBMEM Ha OopraHblI-MULLIEHN (ronoBHOW MO3T, CKeneTHble MblILLUbI, NeYeHb N ﬂp.), ABNA-
oueeca pe3ynbraTtomM HapyLeHHOro MeTabonmn3ma — CuHTe3a, pacnaja nnwv BbiBeJ€HNA a30TCoAePKaLL X BELLECTB.

KommeHTapwi:

Bsaumuo TpanchopMupyommecs, 610I0rnIecKn
aKTMBHBIE MOMeKybl (ras ammuak NH® u kaTnon
amMoHust NH*) ABIs0TCS OHUMY U3 KOHEYHBIX
MPOJYKTOB KaTabonyuaMa 6enka, BbIpabaTbhIBAIOTCS
COOCTBEHHBIMIL TKAHMI I Y PeasalpofyLUpy IOLIIMI
6akrepussMu opraHusma [1].

AMMUAK — TOKCUYHBII I'a3, ¥ 3LOPOBOTO YeI0BeKa
IPUCYTCTBYeT B KPOBM B OTHOCUTEIBHO HEOOIBIINX
KOHI[eHTpanusax (25-40 mxmons/m). CopeprxaHue

CBOOOIHOTO aMMUaKa B KPOBU IIPEJCTABIEHO JIUIIb
C/IeOBBIMI KONMMYECTBAMU, He Gonee 1% BelecTBa
B BOJIHOJI Cpefie KPOBM LIMPKYIUPYeT B CBOOOTHOI
dopwme [2, 3, 4].

CI/IMHTOMI)I XpOHI/I‘—IeCKOﬁ MHTOKCUMKAOUN Ha6HIO-
OAalTCA HpI/I HpeBI)IU_IeHI/II/I COHep)KaHI/IH aAaMMMMaKa
B 2-3 pasa, HO Jja)Ke He3HAYUTE/IbHOE €rO IOBbILICHNE
(na 30-50%) okaspiBaeT HeGMArONPUATHOE BO3JEl-
CTBIE Ha OPTaHM3M, I, IPEX/ie BCETO, Ha LIEHTPATbHYIO
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HEPBHYIO CUCTEMY, UTO IPOAB/AETCA B BIJIE TOIOBHOIA
607111, O6BICTPOIT YTOMIISIEMOCTH, COHMUBOCTY U JiP.
(6pITOBAs YCTANOCTD, IPOdECcCHOHANbHOE ITePeyTOM-
JleHNe, HEPBHOE MM PU3MYecKoe NepeHaIpsyKeHue
u T.1.). [IpakTiyecky Becb aMMMaK yjanseTcs U3 op-
raHM3Ma 4yepes MOYKM C MOYOIl B BUJIe MOUEBUHBI,
KOTOpasl CUHTE3UPYeTCs B IIeYeHN, U B BUJe Conelt
JOHA aMMOH I, 00PasyIOLINXCs B SIUTENNN KaHATIb-
1eB moyex [1].

Merabonusanus aMMmaKa IIpOVCXO[UT HPEeNMY-
IIeCTBEHHO B K/IeTKaX MeYeHN ¥ MBIIIeYHOI TKaH!
TyTeM CMHTe3a MOUYEBMHBI ¥ TTTyTaMIHA, KOTOpbIe
BBIBOJATCA M3 OpraHM3Ma C MOYOI, KaJIOM U BbIIBI-
XaeMbIM Bo3ayxoMm [1].

3HaunTeIbHbIE KONMMYECTBA AMMUAKa 00pa3y0TCs
B pe3y/ibTaTe MeTabomM3Ma KMIIEYHBIX OaKTepuil
B TOJICTOI KNUIIIKe, OTKY/Ja AMMIAK IOCTYTIaeT B KPOBb
B BOPOTHOII BEHO3HOJ cuCTeMbl. B HOpManbHbIX yC-
JIOBMSIX IIe4eHb OBICTPO M3BIeKaeT aMMMAK U3 KPO-
B BOPOTHOIT BeHbI 1 06€3BPEXKUBAET €0, I0ITOMY
KPOBb, BBIXOJAIasl U3 IeYeHM, IPAKTUUECKN He CO-
pepxut ammnaka [5]. lo 99% ammmaka npu usn-
OJIOTMYECKNUX 3HaueHNAX pH nerko mpespamaercs
B JIOH aMMOHII, KOTOPBIIT He CIIOCO6EH IIPOHMKATb
yepe3 6uomornyecKye MeMOPaHbL I IIO9TOMY 3afiep-
JKUBaeTcs B KieTke [2, 3].

B x/eTku meyeHy 1 1oyek aMMMaK IoNafaeT B CO-
CTaBe TPAHCHOPTHBIX GopM (ITyTaMMHa, acliaparmHa,
IJTyTaMMHOBOJ KMC/IOTBL ¥ aJJaHMHA), KOTOPbIE TIpefi-
CTaBJIAIT CO00I HETOKCUYHBIE COeVTHEH A, 00pasy-
OLIMECS B IIpoLiecce 06e3BpeXXBaHM s (CBA3bIBAHSA)
aMMuaka [4].

CuHTE3 MOYEBMHBI — OCHOBHOIT ITyTh 00€3BpeX-
BaHMA aMMuaka. Ha om0 Mo4eBMHBI TPUXOAUTCA 10
80-85% oT Bcero BRIBOJMMOTO 13 OPraHM3Ma a3oTa.
KonuuecTBo BBIJIeNAEMON MOYEBMHBI 3aBUCUT OT
KOJMYecTBa 0€/IKOB, MOCTYNANIUX ¢ nuieit. Eciu
CYyTOYHBI pauyuoH BKaw4aeT 80-100 r 6enka, TO 3a
cyTKu obpasyercs u BBIBOAUTCA 25-30 T MOYeBU-
Hel. IIporjecc 06pa3oBaHMst MOYEBMHBI IPOUCXORUT
B [IeYeHU B «OPHUTUHOBOM Iukie» (nukn Kpebca-
TensenaiiTa), KOTOPBII BBINOMHAET 2 PYHKLIMM: IIpe-
BpallleH)e a30Ta aMUHOKMICIOT B MOYeBUHY (IIpe-
TOTBpalleHle HAaKOIIEHU A TOKCUYHBIX IPOJYKTOB,
[JTaBHBIM 00pa3oM aMMMaKa), a TAK)Ke CHTEe3 apru-
HIHA U [TOIIOJIHEHME €ro Jlello B opraHusMe. B nuxie
NPUHUMAIOT y4acTHe B AMUHOKMUCIIOTHI, KOTOpbIe
He BXOJIAT B COCTaB O€/IKOB — OPHUTUH ¥ LUTPYJ/IINH,
" IBe IPOTEMHOTEeHHbIe AMUHOKVCIOTHI — APTMHNH,
acrmaparuHoBas KucnoTa. [Ipomecc Bkao4aeT AT
peakLuii: mepBble [Be IPOTEKAI0T B MUTOXOHAPUAX,
OCTajIbHble — B LIUTO30JIe renaTonuToB. PepMeHThI
rIyTaMaTAerujporeHasa 1 riIyTaMMH-CUHTETasa
SABJIAIOTCA PEIYIATOPHBIMU M 00yC/TOBINBAIOT CKO-
POCTb IpoLeccoB 06pa3oBaHuA 1 06e3BpeKMBAHNA
amMnaka. HekoTopsie GpepMeHTH MOIeBHHOOOpa30-
BaHUA eCTb B TOIOBHOM MO3T€, 3pUTPOLUTAX, CEped-
HOJI MBIIIIE, OJHAKO BeCh HAOOP 9H3MMOB MMEETCS
TOJIBKO B IedeHu. JInsa cuHTesa 1 MO MOYEBUHBL,
KOTOPBIV IPOUCXOANT B IeYeHN B OPHUTUHOBOM
LIMKJIE, MCIIONb3yeTCA 1 MOAb aMMMuaka u 1 Monb
aCMapaTMHOBONM KUCTOTHI, a B CYTKM A/IA CMHTe3a
25 r MoueBMHBI 3aTpaunBaerca 6,3 r ammnaka n 50 r
acmaprara [1].
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MoueBnHa, BEIBOLUMAS U3 OPTaHM3Ma, IIOPOBHY
COCTONT U3 «aMMMAYHOTO» a30Ta U a30Ta aclaparu-
HOBOJ KMCIOTHI [1].

ITpy CHV KEHUU [eTOKCUKAIMOHHHON QYyHKIINN
HevYeHV HapyllaeTcs IpeBpalleHne aMMuaka B Moye-
BUHY, B pe3y/IbTaTe 4ero aKTUBMPYIOTCS a/IbTepHATIB-
Hble MeTaboIdecKue IyTI IpeBpalleHIsI aMMIaKa
B MBILIEYHOII CUCTEME, B ACTPOLUTAX LIEHTPAIbHOM
HEPBHOI CUCTEMBI U B ITOYKaX [6,7,8], IIpY STOM OCHOB-
HBIMJ OPTaHAMM JIeTOKCUKAIIMM aMMIaKa CTAHOBATCS
CKeJIeTHasA MblllIeYHas (CapKOIIeH ) M HepBHAs TKaHb
(monHeBpuUTHI 1 9HIedaronaTus) [9].

B acTponuTrax roJoBHOTO MO3Ta Ha4YMHAETCs
[pOLiecC MpeBpalleHys IIyTamMara B I/TyTaMUH IPU
AKTVBHOM BOBJIEYEHUN ITTyTaMUHCHHTeTa3bl. [Ipn
$opMUPOBaHMM CTONMKOI I'MIIePaMMOHUEMI, J0-
HOJIHUTETbHO K MOBBIIIEHNIO aKTUBHOCTY I/IyTa-
MUHCHMHTETa3bl, M3MEHEHAETCA aKTUBHOCTD IPYTUX
(dbepMeHTOB, B 4aCTHOCTM Oe/lKa — IepeHOCYMKa IIy-
tamara [10], clieicTBIEM Y€ero sIB/IsETCS OBBILIEHNE
KOHI[EHTPALV} IIyTaMaTa B 9KCTPalle/IIoNsIPHOM
HPOCTPAHCTBE, YTO NPUBOAUT K aKTUBU3ALNN IIPO-
1[eCCOB IMUTOTOKCUYHOCTU, CBOVICTBEHHO 3036y>1<—
IAIOIIVM HelIPpOTPAHCMUTTEPaM (9KCAITOTOKCHY-
Hocru) [11].

CTabuIbHO MOBBIIIEHHBIT YPOBEHD a30TUCTHIX CO-
e[IHEHNII TPUBOANT K M3OBITOYHOMY 0OpPasOBaHMIO
CBOOOJIHBIX PaJIMIKa/lOB, B pe3y/IbTaTe Yero Mpoucxo-
IOVUT fajpHelmas fectTabunmusanya GyHKIMOHAIb-
HOTO COCTOSIHMA acTpOUMTOB. JIIMTe/IbHaS TUIIepaM-
MOHMEMIISI MOXKET COIPOBOXKAAThCSI 06pasoBaHueM
medeKTHBIX HEMPOTPAHCMUTTEPOB, IPUBOISIINX
K M3MEHEHUI0 aKTUBHOCTY CEPOTOHMUH- U I/TyTaMa-
TePrUYecKoil CUCTEM, C HapacTaHMeM aKTUBHOCTHI
T'AMK-epruyeckoit cucremst [11].

B ronoBHOM Mo3re Hauboee YyBCTBUTETbHBIM
K TUIIepaMMOHMEMMM ABJIACTCA TUIOTaTaMUIeCKUIT
1eHTp [12], 4TO MpOABIAETCSA B CTOMKOI aHOPEeKCUN
n popmupoBaHuu 6ETKOBO- SHEPreTUIECKOi He-
DOCTATOYHOCTH, YCYTyOsAoLLell KaTabonudecKne
HPOLIECCHI.

Yro KacaeTcs HEraTVBHOTO BIMAHMA TMIIEPaMMO-
HMEMMI Ha MBIIIEYHYIO CUCTEMY, TO IIePCUCTUPY O e
HOBbIILIIEHNE YPOBHS aMMUaKa CTUMYINPYeT aKTUBa-
L0 MUOCTATVHA. YKa3aHHBII IPOTENH, IPOYILIN-
PYeMBbIit MUOLMTAMH, He TOJIBKO MOIIIHO TOJaB/IsIeT
POCT MBIIIEYHOI MaCChI, HO U IIPUBOAUT K U €€ yMEHb-
mennio [13], 4To mpu runepaMMoOHNEMIUN Y OOIbHBIX
¢ rupposom nedenn (III1) kTMHMYECKN IPOSABISET
ce6s1 cuHApOMOM capKomenun [13, 14], mpudyeM BbI-
SIBJIEHA KOPPesAL s MeX Y 6eNKOBBIM HefjoeJaHIeM
u puckoM ¢popmupoBaHus cercuca [10].

B paHee mpoBejleHHOM UCCIeJOBAaHNU OBIIO TT0-
Ka3aHo, YTO TMIIepaMMOHMEMUA ABAACTC IPUYN-
HOJI KacKajja aToMIOrMYeCKIX IIPOLeCCOB, KOTOPbIE,
B CBOEM HTOT€, CIIOCOOCTBYIOT Pa3BUTHUIO IIPOBOCIA-
JIUTENBHBIX ¥ TPOPUOPOTEHHDBIX IPOLIECCOB B TKAHN
nedeHy. JJaHHBI MeXaHM3M 00yC/IOB/IEeH aKTUBALeN
3Be3[J4aThIX K/I€TOK [I€YeHM, CHVDKEHMEM KIETOUHO-
ro MeTabo/M13Ma, HapylIeHeM BHYTPUIIEYeHOTHO
reMOJMHAaMMKM U HapacTaHVeM MOPTAIbHOTO JjaB-
JIeHUA, CTUMY/IALIMEN SHTOPETUKYIAPHOTO CTpecca
U MHAYKIMeil 06pasoBaHusA aKTUBHBIX GpOPM KIC-
nopopa [15].
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MHbopMaTMBHBIM 1 Hanbonee Nerko oCyLLecTBIAEMbIM B PYTUHHOM KIIMHUYECKOIN NPAKTUKE ABNAETCA IKCMPeCcc-MeTon,

¢OTOMeTpI/ILIECKOFO KOJIMYECTBEHHOIO onpeaeneHna ammmnaka B KaI'II/IﬂJ'IﬂpHOIZ KpPOBU C MOMOLbIO MOPTAaTUBHbIX

aHanusatopoB (Hanp., PocketChem-4140).

JTabopaTopHbIM ANArHOCTUYECKAM KPUTEPUEM FMMEPAMMOHMEMIN CIeAYeT CUUTaTb Pe3ynbTaTbl U3MepeHus
KanunnspHoii KPoBu aKCnpecc-meTogom Gonee 60 MKMOSb/A.

KommeHTapun:

Ammnax asngercs rasom (NH,, (ammonia - anri.))
opHaKo, pu ¢usuonorndeckom pH 97% ammuaka
NPUCYTCTBYET B KPOBM B MIOHU3VMPOBAHHOI popme
B Busie ammoHust NH* (ammonium - aurn.) (16, 17].

Ba’kHO OTMeTHTB, YTO HOpPMa/IbHasI KOHIIEHTPaLis
aMMHaKa B KPOBU He OIpefie/ieHa MeXX [y HapOHbIMU
CTaHJApPTaMI, I0O3TOMY 3aBUCHUT OT METOIVKI U peaK-
TUBOB, IPMMeHsIeMbIX B 1abopatopun [2, 3].

ITpamoit hepMeHTaTUBHBIN METOJ OIIpefie/IeHNU A
YPOBHSA aMMuaKa (aMMOHMEMMNM) ICTOPUYECKH AB-
nsieTcsl Hanboslee 4acTo MCIOMb3yeMbIM METOOM
UCIO/Ib3YeT PeaKLMIO B IPUCYTCTBUY [Ty TaMaTHeru-
JIpOTeHasbl, B KOTOPOIT aMMOHMIT B 06pasiie BCTyTaeT
B PeakIIMIoO C A-OKCOTIyTapaToOM U pefyLyupyeT co-
Iep)XaHye HUKOTMHAMMU e HMHAVHYKIeoTnaa Goc-
¢dara (NADPH) ¢ ob6pasoBanmeM riayramara, NADP+
U BOZIBL. YPOBEHb COflePKAaHI aMMMaKa BApbUPYeTCs
B 06pasiiax BeHO3HO, KallW/UIAPHOIL U apTepyabHON
KPOBM, HO B HOpMe OOBIYHO HaXONUTCA B AMAIa3oHe
ot 11 5o 50 MxM [18, 19]. XoTs aMMuaK apTepuanbHOIL
KPOBM cunTaeTcs 6onee JOCTOBEPHBIM MOKa3aTeaeM
CHCTEMHOTO COlep)KaHMA aMMUaKa, 0ObIYHO UCIIO/Ib-
3yeTcs OIIpefie/ieHNie aMMMaKa B BEHO3HOI KPOBI,
KOTOPBDIIT HECKOJIPKO OTIMYAETCA OT apTePUaTbHOTO
aMMuaka [16, 17].

Ba’>kHO OTMETUTB, 4TO B 3a6paHHOM 00pasIie KpOBU
BCJIE[ICTBIE TPAaBMUPOBAaHIA BEHBI IIpY 3a60pe KpOBY,
reMo/IN3a 9pUTPOLMUTOB U APYTUX IPUYNH YPOBEHD
aMMMaKa MOXeT CIIOHTaHHO yBennuusarbcs [20, 21].
Crpecc, pusndeckue yrnpa>k HeHI s, ICHXOTOTMIeCcKas
YCTanocTh, TabaKOKypeHIe, HapyLUIeH e IUTaHUA
U yIoTpebieHe alIKOTOMIA MOTYT TaKye BIUATD Ha
YPOBEHb CHCTEMHOTO aMMUaKa.

OCcHOBHOe OrpaHMYeHMe U3MePEHNA aMMMaKa
B KPOBH — HEOOXOAMMOCTD CTPOTOTO COOMIONEHN yC-
JIOBWIT TEXHOJIOTMY MIPaBUIBHOTO 3a60pa, 06paboTKM
U JOCTaBKM 06paslja KPOBY, KOTJIa IOy YeHHbII [/
TPAHCIOPTUPOBKM B TabopaTopuio obpasery cefyer
XpaHUTb Ipu TeMIiepatype Hinke 0 °C 11 OTHenTh I1as-
MY OT 3PUTPOLIMTOB B TeueHue 15 MUHYT nocie cbopa.
ITocre OTAEMeHNS I/IA3MBI aMMMaK CTAO/IEH B TedeH e
4 4y mpu Temneparype 4 °C. 9Tu KecTKue ycI0BIUA IO
BpeMeHH IOCTaBKY 06pasija KpOBMU I/Is UCCTIeOBAHILA
TpebyIOT IpeObIBAHNA TAL[MIEHTa B HETIOCPeICTBEHHOI
61m30cTy K KIMHUYIeCKo maboparopun [22]. V3-3a
BBICOKOTO PUCK JIOKHOTO pe3y/IbTaTa peKOMEH/yeTCs
IIOBTOPUTD MCCIEJOBAHME B TO K€ BpeMA CYyTOK U IpU
TeX JKe YCTIOBUAX, YTOODbI IOATBEPAUTD Pe3y/IbTaT.

MonoxeHwne 3

CylecTBYIOT METO/IbI OIIpefle/IeHNsA aMMMaKa
B 9PUTPOLNTAX, BBIIBIXaEMOM BO3JIyXe, CIIOHE, OTe
u Mode [23]. Vi3aMepeHMe ypOBHSA aMMUaKa B BbIJIbI-
XaeMOM BO3JIyXe OTHOCUTCS K HEMHBA3UBHBIM, JIETKO
IpMMeHsIeMBIM KOMGOPTHBIM METOLAM AMATHOCTH-
K1 /151 Bcex rpynn naryenTos (Hibbardand Killard,
2011). Hukaxkoit 06paboTK1 BBIIBIXaeMOT0 BO3yXa He
TpebyeTcs, 10 CPaBHEHUIO CO MHOTMMM aHa/IN3aAMM,
IIPOBOJMMBIMM Ha 00pasijax CbIBOPOTKY MM MOYH,
OJHAKO He MMeeTCs yOe[UTeIbHBIX H0Ka3aTeTbCTB
KOppe/ALNI aMMIaKa B BbIAbIXaeMOM BO3JyXe I B ap-
TepuanbHOI KpoBU [24, 25, 26].

OmnpepenieHne YpOBHA aMMMaKa B TKaHU TeYeHN
MOXeT ObITh IIPUMEHEHO IJIA MALMeHTOB, HY>K/al0-
IMXCA B JUATHOCTIYeCKOI 6moricuy nevenu. Ciepyer
YYUTBIBATh, YTO KOTOPUMeTpUIecKie Habopsl, 1c-
[I0/Ib3yeMble [JIs1 OTIpefie/ieHIsl aMMuaKa B o6pasiax
TKaHeil, JOBOJIbHO JOPOTY 1 1y BCTBUTE/IbHBI K IPYTUM
MCTOYHMKAM aMMUaKa, IPUCYTCTBYIOIMUX B OKPY-
Xarwlieil cpefie, YTo TpebyeT pabOThI B CIIeIaTbHOI
YCTaHOBKE MJ/IM 30HE OTPUIIATE/ILHOTO BO3IYIIHOTO
IaB/IeHVA, KOTOPbIe He BCerfa JOCTYIHBI /1S BCeX
nmaboparopuit. Boree Toro, AuTeIbHOE XpaHeHNE TKa-
HU jake Ipu TemnepaType —80 °C MOXKeT BIMATD Ha
CTabUIBHOCTD 00PA3II0B, YTO IPUBOANT K ICKaXKEHIO
pesy/bTaTa HuKe 0XKMIEAeMOTO.

B 2018 rony B Poccun sapeructpupoBas NOpTaTuB-
HBI 9KCIIpeCC-aHaIN3aTOP KOMNYECTBEHHOTO OIpefie-
neHns aMMuaxa B Kposu — PocketChem - 4140. Metop,
ompegeneHns- GOTOMETPUYECKIIT, OCHOBAHHBII Ha
MUKpoauddysuim, T.e. KOCBEHHDII, BpeMs OIpefelne-
HMsA KOHIIEHTPaLy aMMMaKa coCcTaBasgeT okono 200
cekyHp. [I1s1 onpeyeneH1s 3abMpaeTcs KanvUIspHas
KPOBD 113 ITa/IbI}a V/IM MOYKY yXa, OfHAKO TEXHOIOT U
3abopa TpebyeT COONMIONEHNs ONpefe/IeHHBIX YCIIO-
BIIT, M3/I0KEHHBIX B MHCTPYKL UK. VICIIONB3YIOTCS
TOJIBKO CBeXKMe 00pasiipl KpoBu. B mpubope, npo-
IIeJIINIT Yepes IOy POHNI[aeMYI0 MeMOpaHy, Ipe-
00pa3oBaBIINIICA U3 AMMOHNA aMMUAK U3MEHSAET
L[BET MH/IMKATOPA, A/INHA BOTHBI KOTOPOTO MOJBEp-
raeTcsi CIeKTPOCKOINYeCKOMY aHa/IN3Y 1 aBTOMATH-
4eCK YKa3bIBaeT KOMUIECTBEHHOE €T0 COfepyKaHMe.
KanunbpoBka mpu6opa 11 KOppeKLus pe3yn1bTaToB OCY-
I[eCTB/IAIOTCA aBTOMAaTU4YeCKN. JJaHHBIT 9KCIpecc-
MEeTOJ] 3apeKOMEHI0Ba ce6s B KIMHMYECKO IpaK-
THUKe U MICCTIefJOBATEeIbCKOI paboTe KaK JOCTOBEPHBI
Y BOCIIPOM3BOAVIMBILI MHCTPYMEHT /11 AMATHOCTUKI
IUIepaMMOHUEMUIL.

B I'IpaKTVI‘-IeCKOVI AeATEeNIbHOCTN pekoMeHAYyeTCA NCNosib30BaTb NPeaIoKEeHHYI0 B 2021 r. KJ'IaCCVI(I)VIKaLI,VIIO rmnepam-

MOHUEMMUIA.

BennumnHbl UMPPOBbIX MOKa3aTeNeln onpeaensioTca MeToAMKoN LmdpoBoro aHanusatopa PocketChem-4140.
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He BbisiBNeHo Koppenauun Mexay UMGpoBbIMY NOKasaTensaMmn CofepaHnsa aMMuaka- aMMOHNA 1 CTENeHAMN

neyeHo4yHom sHLedanonatum n capkoneHuu. Mpu Tsaxenom tedeHnn COVID-19 BbicOKas runepaMmMoHMeMus COOTBET-

CTBOBaAJla TAXKECTA 06mero COCTOAHMA 1N MOIMa TPaKTOBaTbCA Kak KleTele|7| He6naronpvaHoro ncxopda.

B pamMKax KNMHNYECKON NPaKTUKK cnegyeTt onmpaTtbCa Ha KNMHUYECKNE NpoABNEHUA rTMnepaMmMOHNeEMnn (pasnmu-
Hble ¢0prI neyeHoYHOW 3HL|e¢aJ'IOI'IaTl/II/I n CapKOI'IEHl/II/I), LlI/ld)pOBbIMVI noKa3saTenAMN BO3MOXKHO NOJ1Ib30BaTbCA NpU

JIMHAMUYECKOM HabJIIOEHIN, HO OMbIT LLe HeJOCTATOUEH.

Knaccudumkayuma runepammoHuemuii (HOMP. 2021 r.)

ITo ypoBHI0 aMMMaKa KaluIiIsApHOI KPOBI
o Jlerkas (I crenenp) — go 100 MKMOJIB/T;
o Cpenuss (II crenenn) — 1o 200 MKMOTIB/T1;

o Tsxenas (III crenenp) — 6omee 200 MKMOB/T;

ITo sTnonaroreHesy:
o HacnencrBenHas (BpoxeHHast)
o OyukyuoHanbHast (pusnomorndeckas)

o Ilpuobperennas (mevyeHoYHas), BHEIlEYeHOYHAS,
CMelIaHHas)

ITo kHMYecKoit popme:
o Tpausuropuas (mpexopsimasi)
o Peunpusupyromas 1 mepcucTUpPyomas
o IlocTosannas (crabunbHas, 6e3 1edeHn)
o JlareHTHas

VsMepeHMe ypOBHS aMMIaKa KPOBY MOXKET OBITH
MOKAa3aHO CAeYIOUIVIM KaTeETOPUAM MaljMeHTOB:
1. IIpu Hanu4uu 3a60IeBaHNI IEYEHN Ha CTATUNU
LUppo3a: B CIydyae AMArHOCTUIECKOTO MOMCKA

KommeHTapwuin:
B rpaguinonHoi KTMHMYECKO TPAKTUKE BBIENAIOT
IBa OCHOBHBIX BapMaHTa rmiepaMMOHMeMuii [27]:

o HAC/Ie[CTBEHHbIE TUIIEPAMMOHMEMIUY — Pe3y/IbTAT
Pa3IMYHBIX FeHeTHYeCKNX JlepeKTOB (epMEHTOB
I[MK/Ia 06Pa30BaHNUS MOUEBUHDI

o nprobpeTeHHbIE TUIEPAMMOHIEMNUN — C/IEICTBIUE
CHIDKEHU S aKTMBHOCTY OPHUTUHOBOTO LIMKJIa
Y DIYTaMUHCHHTETA3HOI peaKIni, Jalle BCero
IIpY MeY€HOYHO-KIETOYHOI HeJOCTATOYHOCTI, HO
BO3MOXXHbI I BHEIleYEHOUHble IPUYNHBI (HeLup-
poTmyeckue)

K HacTosieMy BpeMeH! H3BeCTHDI CIeyIOL e TPH-
YMHBI HELMPPOTUYECKUX TUIIepaMMOHeMMmit [28, 29]:
A. CocTosHM A, CBA3aHHbIE C yBETNYCHUEM IPOVI3BOJ-

CTBa aMMHAKa:

1. Mndexunn ypeasonpopyuentamu: Proteus mira-
blis, Klebsiella species, Escherichia coli, Morganella
morganii, Providenciarettgeri, Corinobacteria
(Bosbynurenu gudrepun), Mycobacterium ge-
navense, Herpessimplex [30], a Take, BeposT-
HO, Helicobacter pylori (nMeroTcst coob1eHMst
0 607IBIIIelT YACTOTE BCTPEUaeMOCTH IIPY HeaIKo-
rOJIbHOI X1poBoIt 6onesun nedenn (HAKBII)
y 60/IbHBIX ¢ XenmuKobakTepnozom) [31,32];

2. TemaTo — OHKO/IOTMYeCKIEe PACCTPOICTBA: MHO-
JKeCTBEHHAsI MUEJIOMa, XMIMUOTEePAIIIsI OCTPO-
TO JIe}1K03a, TPAHCIIAHTALVsI KOCTHOT'O MO3Ia,
5-dbropyparnun [33];

3. TpaHciutaHTanys opratos [33];

4. Harpyska 6ekaMu 11 yBenudeHne KaTabonmsma:
TsDKe/Ible puandecKue yIpasKkHeHs, CyLOPOTH,

MIPUYMHBI Te4eHOYHOI sHIedanonatun (I19) npu
Hea(pPeKTUBHOCTY I'UITOAMMOHMEMIYECKOIT Tepa-
IUY B afIleKBaTHBIX JI03aX

2. Y manueHToB ¢ 3a60/1eBaHMAMMY ITeYeHN Ha OLUPPO-
TUYECKOII CTaZNN, @ TAK)Ke BHe BBISABICHHBIX 3260-
JIeBaHWII TIEYeHN Y JINI] U3 TPYIIIBI PUCKa (3/710Kade-
CTBeHHbIe 3a0071eBaHNs, N30BITOYHAS U3MIECcKast
U IICUXO — SMOIMOHA/IbHAA HaTPY3Ka, 3/10yI0oTpe-
671eH1e a/IKOTOIeM U HApKOTUYECKUMI BellleCTBa-
MI): U1 YTOYHEHN s IPUYMH HapYILeHit B paboTe
IIHC (napyuieHus BHUMaHUs, CIIYTaHHOCTb CO-
3HaHMA, HAPYLIEHNA PEKUMa COH-O0IPCTBOBAHME
Y T.JI.) ¥ MBIILIEYHO CUCTEMBI (3HAUMMOE CHIDKEHIIe
dyHKLMY, CUIBI M 06beMa CKeIeTHBIX MBIIIIIY)

3. Ilpu BpIABIEHUM IICUXO — HEBPOIOIMYECKMUX Ha-
pymennii (acteHus, npusHaku [19) y manueHToB
¢ BepuQUIMPOBAHHBIM II0OCTKOBUIHBIM CHHPOMOM
U IpU3HAKAMU IIOPa>KeHN A [IeIeHU

4. 17151 BBISIBIIEHVISI BPOXKAEHHBIX fiepeKTOB a30THOTO
oOMeHa B IeJiuaTpu4ecKol IpaKTuKe Ipu ICUXO-
nornyeckux gedexrax GopMUPOBAHUS TUIHOCTI

TOJIOf, M/IM TPABMa, OOlljee ITapeHTepaaIbHOe -
TaHIe, )KeTYNOYHO-KIIIeYHble KPOBOTEYEeHNU ,
UCIIONTb30BaHMe CTEPONUIOB, bapuaTpudeckas
xupyprus [34];

5. TlepeyToMieHne, HapylIeHUe HUPKaTHBIX PUT-
MOB, pab0Ta B HOYHYI0 CMeHY 6€3 JOCTaTOYHOTO
OTZbIXa — IelpuBaLus cHa [34];

6. Vindexunsa COVID - 19: kak HposB/IeHNe Tede-
HOYHOJ IMCQYHKINU B YCIIOBUAX OCTPOI BOCIIA-
JINTE/IbHON PeaKLUy U IIeY€HOYHOI CBEPXaKTU-
Baljy B pe3y/bTaTe IIOCTKOBUIHOTO CMHJIPOMa
(TIKC) [35, 36]

OmnucaHbpl cy4an IoCT6apuaTpuvecKoii rumnepam-
MOHMEMIYeCKOI1 9HIleanonaTy MocIe XUpypriude-
CKOTO LIYHTUpOBaHMA Xenynka Roux-en- Y (RYGB),
CaMOJi pacCIpOCTPAaHEHHOI IPOLEAYPOil CHUXKEHUA
Beca, mposogumoit B CIITA [37, 38, 39]. Boicoknit puck
runepaMMOHEMIYECKOIT SHIledanonaTy nocsue ome-
paunu Roux-en- Y, Hpu KOTOPOM CMEPTHOCTD IIpUO/IN-
KaeTcs K 50%, yCTaHOBJIEH y JKEHIMH B BO3PACTHOM
rpynmne 34-69 neT, fake He UMEBIIMX B aHAMHe3€e
Kakux-1160 3abonesanuii neuenn [1, 38, 39, 40]. Puck
daranbHOTO MCXOZa MOXKET OBITh 0OYC/IOB/IEH U TeM
¢dakToM, 4TO HocT6apuaTpUIecKas IUIepaMMOHN-
eMusl He COIPOBOXK/aeTcsl KaKuMu-n11nbo nsmeHe-
HUAMY OMOXUMMYECKUX MMOKA3aTeNell IeYeHOYHOTO
MeTabonusMma.

I'MnepaMMOHMEMUA MOXKET HaOMIOaTbCA Y XKEH-
LIVH B Teproy, 6epeMeHHOCTH ¥ pa3BUBAETCs BCIIEH-
CTBME HapyIIEHNA TUIPONUTUYECKOTO Jle3aMIHIPO-
BaHVs B MHTEHCHBHO pabOTAINX MBILIIAX, IPU
9KJIAMIICUM U B POZAX.
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Y B3pOC/IBIX YaCTUYHBII HeduLuT hepMeHTOB Op-
HUTVMHOBOTO I[MK/Ia MOXE€T MPOSBIATHCS BO BpeMs
CTpeccoBbIX 3a60/IEBAHNIT, TAKMX KaK TOCTIEPOJOBBII
CTpecc, ocTpast KUIIedHast NHPEKIUs, CUHPOM KO-
POTKOIT KNIIKI, IAPEHTepaTbHOE IUTAHIE C BBICO-
KIM IOTpeb/eHeM a30Ta, TPaHCITAHTAIIA Cep/la
U JIETKUX U JKeNYLOYHO-KUIIeIHbIe KPOBOTEUEHIS
[41, 42, 43].

B. CocrosiHus, CBsI3aHHbIE CO CHYYKEHMEM BbI/IE/IEH IS

aMmuaka [1]:

1. Yperpocurmonpocromus;

2. TlopTocucTeMHbIE IIYHTBI, B T.4. BPOXK/JCHHBIE;

3. JlekapcTBeHHDIE IIpenapaThl: BabllpoeBast KIC-
JI0Ta, T/IMIIVH, KapbaMasenyH, pubaBUpyH, Cy/Ib-
dagmasuH, IMpUMeTaAMUH, CaTNIUIAThI;

4. BpoxgeHHble omnb6KM MeTabo1M3Ma: Hapylie-
HYIS1 ODHUTMHOBOTO I{MKJIA, fe(peKThI P-OKuce-
HUS KUPHBIX KUCTOT M OPTaHMYECKNUX KIUCIOT,
HapylIeHye MeTabonu3Ma N1pyBaTa.

OTI[e)'IbHO CNIEQYET BBIAC/INTD JIEKAPCTBEHHO — MH-
AyOVpOBaHHBIE TUIIEPAMMOHNEMIN. B HEaBHO OITy-
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611KoBaHHOM bBaitecoBcKOM aHasnm3e 6b1/I0 MOKa3aHo,
4TO KaK MUHUMYM 71 TeKapCTBEHHDII IIpernapaT Obi
CBsI3aH C OfHUM 1 6oree (13 2924 cry4aes) crydyaes
IUIepaMMOHUEMIN. ABTOPBI IYOIMKAIVIM KaTeTOpu-
3UPYIOT IIpeIapaThl, IOTEHI[MATbHO NHAYLIPYOLe
IUIepaMMOHUEMIIO, HA YeTHIPE TPYIIIIBL:

e INIPOTUBOOIIYXOJIEBbBIE CPENCTBA;

* AHTU — SNMMJIENITNYECKME IIPEapaThl;

e JVIMMYHOCYIIpE€CAaHTbI;

e INCUXMNATPUYECKME TEPAIIEBTUYECKNE aT€HThI.

Hanbonee 4acTo KIMHNYECKN 3HAYUMYIO TVIIe-
PaMMOHMEMUIO BBI3BIBA/IM BaJblIpOeBasi KUCIOTA,
dbropypanni, Tonupamar, OKCaaUIUIATUH 1 acHapa-
rnHasa. KamHuveckue nposiBieHus rumnepaMMoHue-
MUY B 9TOJ CUTyal[ MM 3HAYMMO BapbupyoT. OfHaKO
B OCHOBHOM OBI/IN OTMeUeHBI HeBPOIOTMYeCKIIe Hapy-
[IE€HUsL, B T.4. OT€K TOJIOBHOTO MO3Ia I KOMa, a TAK)XKe
HEPBHO — IICUXUYeCcKue paccTpoiicTba. [Ipu sTom
Hanboree HE6IATONPUATHBIN MCXOJ, (B T.4. IeTaNb-
HBIiT) ObII OTMEYEH B TOM C/Iy4ae, eC/IM MallVieHThI
MO/Iy4YajIy NPOTHBOOIYXOIEBYIO VI UMMYHHYIO
Tepanuio [44].

K dusmnonornueckoin (PyHKLMOHaANBHO) rNepamMOHNEMUN OTHOCATCA CefyloLLye BUAbI: NOCTNpaHAnanbHas (Bblco-

KobesnKoBas AneTa), nocsie pu3nyecKnx Harpy3ok (CNopTBHas), NOC/Ee NCUXOreHHbIX Neperpy3oK (MocTCTpeccopHas),

nepeytomneHune (pnuTenbHas nenpueauma CHa), npouyne NPpuYnHbI (Hanpl/lmep, GepeMEHHOCTb).

B cnyyvae CTOWKOrO MOBbILLEeHNA YPOBHA aMMUMaka KaI'IVIHJ'IﬂpHOVI KPOBW B ONMNCaHHbIX BbllWe CUTYalnax, (I)VISVIOHO-
r’Myeckyro rmnepamMmmMoHNEMIMIoO cneayeT pacCMaTpuBaTb Kak NpoABieHNe naTonornyeckoro npouecca, Yto Tpe6yeT
yrny6neHHoro KMMHWUUYECKOTro HabntoaeHna 1 YTOYHEHNA NCTUHHON NPUYnHbI TMNepaMmmoHnemMunn.

KommeHTapun:

Du3N0oNIOrnyecKas ruepaMMOHNEMIS ABJISIETCS IPU-
3HAKOM MeTabO/MMYeCKIX HAPYUICHNI B MbIIICUHO
TKaHU U 9aCTO MPOSIB/IAETC COCTOSIHUEM yTOMIIe-
HUsL, 9TO 00YCIOB/IEHO HapyLieHeM pecuuTe3a ATO.
TToBbllIeH e AKTUBHOCTY aJIeHM/TATIINK/Ta3HOTO MeXa-
HU3Ma IIpy Hapy ey pecunTtesa AT yBennunpaer
o6pa3oBaHNe NOHOB aMMOHS, CIABUTAsi META0OIN3M
B CTOPOHY M30BITOYHOTO 0Opa30BAHNS IAKTATA, Pas-
BUTH AL{U033, YCUIEHHOI BeHTU/IALIUY JIETKUX, T.€.
runepnHoa [45, 46]. BeicokobenkoBas gueTa, romopa-
HUe, IlepeefjaHlie, MHTEHCUBHbIE QU3MYeCKIie Harpys-
K11 (B OCHOBHOM y MY>K4YMH U KY/IbTYPUCTOB), TOTA/Ib-
HOE [TapeHTEPaIbHOE IUTAHME, POJIbI TAK)KE IPUBOMISAT
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K YBe/IMYEHMIO aMMOHMA B opraHusme. ConepxxaHiue
aMMHaKa IOBBIIIAeTCS, 0COOEHHO B CTydYasiX BBICOKO-
6e/IKOBOII IueThl IToc/ie ronoganus [47].

Bo Bpems aHa9pOOHBIX GUSMYECKUX YIIPAXKHEHNIT
aMMMaK MeTabonMu3upyeTcs 0 MOYEBIHBI B IeTIaTOL!-
TaX M CKeJIETHBIX MBIIIIIAX, MBIIIEYHAs YCTATOCTDb BO3-
HUKAeT B pe3y/ibTare QU3NYeCKIX yIpaXK HeHNI 1 IPU-
BOIMT K 3aMETHOMY CHIVDKEHUIO IIPOM3BOUTEIbHOCTH.

VicTomenne MpIlIeYHbIX COKPallleH NI, HAKOITIEH e
MPOAYKTOB MeTab0/11M3Ma SHEePreTUYeCKIX PeCypCoB,
mycbanaHCc BHYTPEHHEI Cpefibl BBIEIATCA, KaK 0C-
HOBHbIe (GaKTOPBI GUNIECKOI U TICUXOTOTUIECKOIT
ycranoctn [1].

BpoxzeHHble riunepamMmmoHmemMumn obycnioBneHbl fedpnumtom depmeHToB Lukna Kpebca — kapbamoun- docdatcuHTe-
Ta3bl (rNepaMmmoHnemMus | Tna) v OPHUTKH- Kapbamounn-TpaHcdepasbl (runepammonuemus |l Trna). UutpynnnHassl
(UmntpynnuHemmnsa) ApruHWH CyKUMHAT Nasbl APTUHUHCYKLMHATYPWA, apritHasbl (TrnepapruHuHeMina) U HabnoaatTcs,

KaK npaBuo, B paHHEM NeTCKOM BO3pacTe.

KommeHTapun:

HeoHnartanbHas runepaMMOHMEMUS MOXET BBICTY-
IaTh B paMKax HeclenuguniecKkoro Mapkepa MHOTX
HacCJIe[CTBEHHBIX 00/1e3Hell 0OMeHa, a TaK>Xe ObITh
CIe[CTBMEM TSXKEO0J IepUHATAIbHON MaTONOTUM,
m10604YHBIM 3(pPEeKTOM HEKOTOPBIX JIEKAPCTBEHHDIX
[IpenapaToB MM He3penocTy PepMEHTHBIX CUCTEM
IIeYeH) Y HeJJOHOLIEHHbIX fieTelt [48].

HecmoTps Ha To, 4TO BPOX/EHHbIE TUIIEPAM-
MOHVEMMNU IPUHATO PacCMAaTPUBATh B KadecTBe
o6macTy KIMHMYECKON NPaKTUKU HeguaTpude-
CKOIT C/Iy>XOBbI, TeM He MeHee ONMCaHBI CIy4Yau Ma-
HndecTanum BpOXKIAEHHBIX aHOMaNNit (CHHAPOM
AbepHeTH) yxe BO B3POCIIOM BO3PacTe, KOTZa MOBBI-
HIeHJe YPOBHA aMMMaKa CTAHOBUTCA KIMHUYIECKN
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3HAYMMBIM U CIIOCOOCTBYeT pasBuUTUIO dHIIedamo-
matun [49].

B 3aBucumoctu or sedpunura uau gedexra Toro
VIV VTHOTO epMeHTa M3BeCTHO HeCKOIbKO BUOB
reHeTUYecKIX 3a00eBaHmIl:

o runepaMMoHueMus tuma I (B ocHoBe - ledpekT Kap-

6amonngocdarcunrrerass 1);

o runepaMMoHuemusA tuma II (B ocHOBe - ledexT

OpHUTMHKapbaMOMITpaHCchepaspl);

o LUTpy/MNMHeMN: (B OCHOBe — iepeKT aprUHMHO-

CYKIIMHATCHHTETa3bl);

o APIMHUHOCYKIMHATYPUs (B OCHOBE — eeKT apru-

HIHOCYKIIMHAT/IMA3bI);

o runepapruHuHeMus (B OCHOBE — leQUILUT apru-

Has3bl).

OmnncaH pepkuit K1maNYeckni cuagpom HHH
(Hyperornithinemia- hyperammonemia-homo citrul-
linuria - opdannoe 3ab6onesanne Homep “Orpha num-
ber” 415, MIM Homep “Online Mendelian Inheritance
in Man #238970) - reHeTM9€CKO€ PACCTPOIICTBO LIMK-
JIa MOYEBVHBI, 00YCIIOBJIEHHOE MYTaljMAMU T€HOB
LC25A15 unn ORNT1 (MIM*603861), Kogupyouux
MUTOXOHJpUANIbHBIN OpHUTHHOBEIN Iuka ORCI.
HHH - cungpoM npefcTaBiseT co60ii reTepOreHHOe
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3abosieBaHue C BHE 3aBUCUMOCTY OT BO3pacTa peOeH-
Ka BapbMpYyIoLlell CUMITOMaTUKOM OT MATKUX GOpM
B BUJIe TPYHOOOYYaeMOCTHM, IETKUX HEBPOTeHHbBIX
PacCTPONCTB 10 KOMBI, IeTapriy, Ie4eHOYHON He-
DOCTAaTOYHOCTY M HpuIagkos [50].

VsBecren Takxe cungpom HI/HA (runepuncy-
JTVHU3M/TUIIEPIINKEMMU ), CTIeAYIOU NIl 110 YacTOTe
HI0CJIe CMH/IPOMA BPOKIeHHOTO TMIIepPUHCY/TMHI3Ma,
00YCTOBNIEHHBII MyTallMAMM MUTOXOH/IPUAIbHOTO
dbepMeHTa IIyTaMaT/eTUPOTeHasbl, peryInpylo-
et TpaacMuTTep IMoko3el GLUDI. Knuandeckn
cungpom HI/HA mpossnser ce6s B anmu3opax mo-
CTIpaHAMAaAbHON MPOTENH- U M€ NH3aBUCUMO
TUIIOTTIMKEMMUN C MePCUCTUPYIOIEil THIIePaMMO-
Huemueir [51].

OnucaHa runepaMMOHMEMUSA B pe3y/abTaTe re-
HETUYECKOIl HeIePeHOCUMOCTY OeiKa — TU3NHY PU-
4eCKOJl HeepPEeHOCUMOCTU IPOTENHOB, BbI3BAHHOI!
myTtanuamu B rede SLC7A7, onpenensiomnieM MeM-
OpaHHBII TPAHCIIOPT ABYXOCHOBHBIX AMIHOKIIC/IOT
(opHUTHHA, apTUHMHA U TM3UHA). YPOBEHb aMMMI-
aKa IIpU OTKase OT 6eIKOBOJ MUIU COOTBETCTBYET
HOPMaJIbHBIM II0Ka3aTe/lAM, HO 3HaUMTEe/IbHO IOBbI-
maeTcA Mocje npueMa 0e1KOBOI MUIIN, YTO MOXKET
HPMBECTYU K Pa3BUTIIO0 KOMAaTO3HOT'O COCTOAHUA [52].

Mo natoreHesy I'Ipl/lO6p€T€HHbIe rmnepammoHnemMmn cnegyet pasaenatb Ha:

« [enatoreHHble (MHGEKLMNOHHbIE, TOKCUYECKIE, NHOEKLIMOHHO — TOKCUYECKIE, METaboNnYecKne);

« lacTposHTeporeHHble;
+ [ocTrHdeKUNOHHbIe (MOCTKOBUAHDIA CUHAPOM);
«  YporeHHble;

« CocynucTble (Hanpumep, NPy NOPTaNbHON rMNepTeH3nK);
« [locneonepaunoHHble, B T.4. M NOCTTPAHCMNAHTALNOHHbIE;
+  ToKcnueckue (NekapcTBEHHDIE, B T.U. LIUTOCTATUYECKNE, @ TaKKE MOCTYYeBble, OHKOMIOTMYECKIE, OHKOTeMaTo-

JIOTUYECKUE; 0XKOTOBbIE, KYPEHNE, aNKOTofb);

- KaTtabonuueckue (FI/II'IepI'IpOTeI/IHOBaFl aveta, ﬂed)I/ILWITHbIe ANETHI, aHaBp06HbIe MblLLE€YHbI€ Harpy3Kku, ainMeH-

TapHasa (Xyablx) 1 T.H. BO3pacTHaA (MOSHbIX).

KommeHTapun:
IIpro6GpeTeHHast TUIIEPAMMOHMEMISI MOXKET UMETH
BHENEYEeHOYHOEe NPOUCXOXKAeHMe [45, 53, 54].
Toxcuyeckoe MpeBbIIIeHNIE aMMIaKa PErUCTPUPYeT-
Cs1 TIpY TUITOBOJIEMUM, KPOBOTEYEHMM U3 PA3TMYHBIX
OT/I€JI0B XKeTYLOYHO- KIIIIEYHOTO TPAKTa y MAIeHTOB
n 6e3 ITI, a Tak>XKe Ipu CepAedHOI HEFOCTATOYHO-
CTH, IETOYHOM Cepplle, IIYHTUPYIOMNX ONeparuix,
a TaK>Ke IIPYU HEKOTOPBIX SHTOKPVHHBIX HAPYLIEHWAX
(meKOMIIEHCHPOBAHHOM CaXxapHOM finabeTe, TAKEIOM
TUPEOTOKCUKO3€) 1 Jp. [46].
I'mnepamMMOHMeMMYecKas sHIedanonaTus ABs-
€TCsl BO3MOXKHBIM OC/IOKHEHMEM MHOYXECTBEHHOIT
MIe/IOMBI, Pe3UCTEHTHOI K XuMuoTrepanuu [55] - ee
BO3HMKHOBEHIE OIICAHO TaK)Ke NP JIeIKO3€e BCIef-
CTBIMeE KaTabo/MM4ecKyX mporeccos [33], a Takxe npu
npuobpereHHoM geduiure GepMEHTOB OPHUTIHO-
BOTO IIMKJ/Ia CUHTE3a MOYEBMHBI IIPY MUKPOBE3UKY-
JIAPHOM OXMpeHun nedeHu (cuHppom Peiie), Hapy-
meH nepdysnu medeH, MeTabonnIecKoM aKaao3e
M alMg03e, CMHAPOME N36BITOYHOTO GaKTepuaIbHOTO
pocrTa, IINTeNbHBIX 3amopax. Kpome Toro, nanona-
TUYecKas TuIepaMMOHMeMUYecKas sHIedanonaTus

MO>XKET BBICTYIIATh OJHUM M3 OC/IOKHEHUIT XMMUOTe-
panuu. OHa XapaKTepusyeTcs pe3KuM U3MeHeHIeM
MICUXUYECKOTO CTATyCa C BBIPa>KeHHBIM ITOBBIIIEHIEM
YPOBH:A aMMMaKa B I/Ta3Me KPOBY IIPY OTCYTCTBUM
SBHOTO 32060JIeBaHA TIEYEHN M/IH KaKOiI-160 APyToii
UAeHTUGUIVPYEMOIL IPUYNHDI ¥ YACTO HPUBOJUT
K TPYAHOU3TIEYNMMBIM MOCIenRcTBUAM. OOBIYHO OHA
BO3HUKAET Y HAIVIEHTOB CO 3/I0Ka4eCTBEHHBIMI reMa-
TOJIOTMYEeCKMMM OIIyXO/IAMU B IIePUOJ HEMTPOIIeHNN
MOC/Te IUTOPeyKTUBHOI Tepaluy VI TPAaHCIIAaHTa-
LY KOCTHOTO MO3Ta, a TAK)Ke IIPY 37T0Ka4eCTBEHHBIX
HOBOOOPa30BaHUAX CONMMUIHBIX OPTaHOB B CTy4ae Te-
pamuu 5-ropypaunaom [33].

I'MnepaMMOHMEMNS UTPaeT KI0YeBOe 3HaYeHIe
B PasBUTUM PARA KIMHNYECKUX CUMIITOMOB Y Ially-
eHTOB ¢ nocTKoBUAHBIM cunzpomoM (ITKC), B Tom
YIICTIE TIPY COYETAHNM CO CTEATO3HOIT 60TIe3HBIO Teve-
HJ B aHaAMHe3e Mall¥eHTa. B paMKaX MHOTOLIEHTPOBOII
Hab/II0flaTe/IbHOT KIMHMYeCKoit mporpaMmmbl JIVIPA -
COVID n nio pesynbrataM e€ post — hoc anammnsa 6b110
II0Ka3aHo, 4yTo y nauueHTos ¢ I[IKC nosbimenHbIit
YpOBeHb aMMMaKa TeCHO CBA3aH KakK C MapKepaMm



KNMHNYecKne pekomenaauun | clinical guidelines

uTonu3a (MoBbIIIEHME YPOBHA TPaHCAMUHA3), TAK
U IpM3HAKaMJ KOTHUTVMBHBIX HapyLIeHMI (3aMefie-
HUe BBINOJTHEHN A HEeJIPOIICUXONOTMYeCKUX TeCTOB)
Y MICKQ KEHVAMM B IICHXO — SMOIIMIOHAIbHOM chepe (Ha-
ndye acTeHnn). AHAJIOTMYHBIE JaHHbIE ObIIN HOJTY-
“€HBI 11 [i/1s1 KOTOPTBI IAIIMIEHTOB CO CT€ATO30M IIeIeHN
B aHAMHe3e, I7je YKa3aHHbIe 3MEHEeHNs TaKXXe ObIIn
CTATUCTUYECKN ¥ KIMHMYeCKH 3HaunuMbl. [Ipu sTOM
KOPpeKIUsA TuepaMMOHUEMIUN IPUBOSUIA K YAYd-
IIEHNIO V/IV Pa3pelleHNIo OMCAaHHbIX HaX0foK [56].

I'MmepaMMOHMEMUSI MOXKeT HaOIIOAAThCs IPU
JI06BIX MATOIOTMYECKUX COCTOSHMUIX, COIIPOBO-
JKIAIOI[MXCs TIOBBIIIEHHBIM KaTabonu3MoM 6elIKOB
(Ipy MacCHBHBIX KPOBOIIOTEPSX, OOIIMPHBIX 0XKO-
raX, CHHIpOMe CHaBJICHM UM Pa3MO3)KEeHNU TKa-
Hell, OOV PHBIX I'HOVHO-HEKPOTHYECKUX Ipoleccax,
TaHIpeHe KOHEYHOCTENl, TUIIePTePMIUN PasNINIHOTO
IIPOMCXOXKJEHNsI, CeIICICe U T.4.). DTU HapYIIeHN
BBI3BIBAIOT MCTOIIEHIE MBIIIETHO MACChI TeIa, aH-
TUOKCUJAHTHOI 3aI[UTHI, a TAKXKe 3HAYUTENTbHO OC-
NabIIAOT ¥ HOAABIAIT UMMYyHUTET. [loBbILIEHNE aM-
MMaKa, HapylleHne 6aaHca MKy MIOHU3MPOBAHHOIM
U HEMOHM3VPOBAHHON (OPMOII PerUCTPUPYIOT TP
ayTu3Me, He ICK/II0YAeTCsI €T0 PONIb B pasBuTIM 60sIes-
Hu AnblreiiMepa. YCTaHOBIEHO, YTO BUPYCHI OCTPbIX
pecnypaTopHbIX MHGEKUNIT IPUBOAAT K CHIDKEHIUIO
aKTMBHOCTM OCHOBHOTO (pepMEHTa OPHUTIHOBOTO
LUK — kapbamonnpocdarcuHTETa3bl, BCIEACTBIE
9TOTO IPONCXOANT HAKOIUIEHNE B KPOBU CybcTpaTa
IaHHOTO (epMEHTA U ero IpeALIeCTBeHHIIKOB.

I'mepaMMOHMEMMS MOXKeT HabMIORAThCA P Ha-
VYUY AHOMAJINIT HYDKHMX OT/[€/I0B MOYEBBIBOJ LIl
CHCTEMbI, BHI3BIBAIOIINX 3aTPYAHEHNE OTTOKA MO,
OCJIO>KHUBIIETOCS MPUCOefMHeHNeM NHeKI M, 00y-
CJIOBJIEHHOJ YPeas3onpoAyIUPYOIUMI 6aKTepUAMM
(Proteusspecies, Corynebacterium species, Klebsiella
species, Morganella morganii u gp.). IIpu aToM 06-
pasyouuiicst cBoOOgHbIII aMMuak guddyHpupyer
BKpOBb [57]. YcTaHOB/IeHa KOPPe/IALIIOHHA B3aNMOC-
BAA3b ME&X/TY CMH/IPOMOM M36BITOYHOTO 6aKTepHanbHO-
ro pocra (CVIBP), ypoBHAMY aMMuaKa KaluiispHOI
KPOBM ¥ KOTHUTMBHBIMM HapyiueHuamu [58]. Onncana
rUIepaMMOHUEMISI IOCTIe TPAHCYPETPaIbHOI Pe3eK-
LU IPOCTATHI [59].

Cry4yau rumepaMMOHUEMUHN 3aPeTUCTPUPOBaHBI
IOCJIe TPAHCIIAHTALMN JIETKUX, OJHOI 13 IPUYNH
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BbIsIB/IeHA ypearnasma [60, 61]. Kpome Toro, kinuHu-
4ecKMe IIPOsBIEHNUA TOKCUYHOTO NefICTBUA aMMMaKa
(II9) Habnofanach y MalieHTOB IOC/Ie TPaHCIIIaH-
TanyM nedeHn [62]. BaxKHO OTMeTNTD, 4TO IUIepaM-
MoumeMus npu LIIT MoxeT 6BITH BaXKHBIM 3BEHOM
PasBUTHA He TONBKO 1D 11 capKoIeHNM - CyIeCTBYIOT
COOOIEHNS O PETUCTPALIUY KIMHNYECKU 3HAYMMOTO
IOBBILIEHNY YPOBHA aMMUaKa IIPY TeNaTOINyIbMO-
HaJIbHOM M TellaTOPEHA/IbHOM CUHJpOME [63, 64, 65].

Tak>ke ONMCAHBI CTy4Yay TUIIEPAMMOHUEMIH TI0-
C/le TPaHCIUIAHTAIUM 1oYeK [66, 67]. [ToBpimieHNIO
Cofiep>KaHMA aMMUaKa B KPOBU CIIOCOOCTBYET Npu-
eM psifa IeKapCTBEHHBIX MIPeIapaToB: CaTNIUIATOB,
TeTpalMK/INHA, [TTIOKOKOPTUKOCTEPONOB, acIapa-
TMHa3bl, 6-a3aypIUAMHA, AJVIONyPIHONA, THa3UTHbIX
AMYPETUKOB, 3TAKPUHOBOII KIC/IOThI, M30HNA3W/a,
KapbamasemnnHa u gp. [54].

BanbIpoar- MHAYLMpOBaHHAA IUIIEPAMMOHMEMMI-
yecKas sHIedanonaTus y MaleHTOB ¢ SIMIeNCHel,
SBJISIETCA He CTOMb PEKUM, MTHOTIA CMEPTETbHBIM OC-
noxxHeHVeM. IToBbIlIeHNIe HeIPOTOKCIHA B 9TUX CITyda-
AX 00yCIIOBIEHO MCTOIeHVeM N-Kap6aMuIrmoTaMara
Y MOYXET Pa3BUTHCS KaK OCTPO, TAK U IIPY I/TUTETIBHOM
npueMe mpemnapara [68]. MexaHM3M JIeKapCTBEHHO-
006yC/IOB/IEHHOII TUIIepaMMOHIEMIUI He BCETAA SICEH.
Cpepyt pUCKOB ee Pa3BUTUA CIeAYeT YIUTHIBATD IPU-
coefyHeHue MHQEKINY, TUIIOBOTEeMUIO, Ha/lM4ne 3a-
IIOPOB 1 AP.

B paboTe oTe4eCTBEHHBIX UCCIIEOBATEIEN OBIIO
NPOAEMOHCTPUPOBAHO, YTO IIOBBILIEHNE YPOBHS
aMMMaKa MOXeT HabI0aTbCA y MallueHTOB ¢ pu-
OpuIsIIeiT IpeCEPANIL, YTO KIMHNIECKI MOXKET
IPOABIATHCS HapylIeHNeM BHMMAHUA U YyBCTBOM
YCTAJIOCTH y OKOOHBIX 60/BHBIX [69].

I'MmepaMMOHMEMMA TaK>Ke MOXET Pa3BUTHCA
BCJIE[ICTBYE YHOTpebIeHnsA 6OIBIIOrO KONMMYeCcTBa
QJIKOTOJIS1 M IICMXOAKTUBHBIX HAPDKOTIYECKIX BEllleCTB.
ITopo6HOe HabM0eHNEe OBIIO CIENTaHO B PAMKAX 9KC-
[IepYMEHTAIbHOI PAOOTBHI, Ife ObIZIO ITOKa3aHO, YTO
BBeJIeHMe 9TAHO/IA KPbICAM IIPUBOAUIIO K 3HAUNMOMY
MIOBBIIIEHNIO KOHIIEHTPAL[MI aMMUaka B Kposu. [Ipn
9TOM MHTAIALNY aMMUaKa IIOTEHI[MPOBAJIO JIeTa/Ib-
HOE JIeIICTBME 9TAHO/IA, YTHETAJIO BHEIIIHee AbIXaHue
U OTpebIeHe KICIOPOAa OPraHU3MOM.

BeIKypuBaHIUe OZHOI CUTapeThl IPUBOAUT K I10-
BBIILICHIIO YPOBH: aMMIaKa B KpoB) Ha 10 MKMOJIB/II.

Hanbonee N3y4YeHHbIMU KITMHNYECKMIN NPOABNIEHNAMU TMNEPAMMOHNEMNN ABNAIOTCA NE€YEHOYHaA 3Hue¢anonamn

(I'I3, B T.4. MMHMaJIbHaA N T.H. «CKPbITaA», 6e3 BUANMbBIX KITMHNYECKNX I'IpOﬂBJ'IeHI/II?I) n Cy6KJ'II/IHI/ILIeCKaﬂ neyeHo4YHasA

HeOCTaTOYHOCTb 3a CYET SIHAOTENNANbHON ,Ell/lC(I)yHKLWII/I, aKTunBaunu 3Be344aTbIX KNETOK NMevyeHu, BenyIJ.I,EVI K WHTEH-

cnduKaumm neyeHouHoro ¢pubporeHesa.

KommeHTapun:

LITI, cormacHo CyIecTBYIOLIEMY OIIpefie/IeHII0, OTHO-
cures K fuddysHbIM IpolieccaM, KOTOPBIiT XapaKTe-
pusyercs pubposom u TpaHcHOpMaleit HOpMATbHOI
CTPYKTYPBI ITedeHN ¢ 06pa3oBaHIeM y3/IOB, IIPH 3TOM
daxTuaeckn LTI npexncrasnsger coboit GpuHANIbHYIO
crafuio 6onpuMHCTBA A1 dY3HBIX 60/Ie3Hel! MedeH.
K Hanboree 4acThIM IpUYMHAM HOLZOOHOTO IIEPEPO-
JKJIeHIIs TIeYeH) OTHOCAT IIUTENIBHO CYIeCTBYIOMNI

CTeaTo3 IMeYeH KaK TOKCUYECKOIl, TaK i MeTabomnye-
cKot atuonoruu [70].

Pacnipoctpanennocts [19 y nanmentos c LI xpaiine
BBICOKA — siBHas1 hopma Ha MoMeHT febrora 11T guarso-
crupyercay 10-20%, ay 30-40% pasBuBaeTcs B Te4eHME
3ab0/IeBaHILsI, CTy>Ka IIPY 9TOM IIPU3HAKOM IeKOMIIEH-
canuu. Yro xacaetca ckpbitoit 119, To oHa guarHocTu-
pyetcs y 6ompuiHcTBa nanyenTos ¢ LT (o 80%) [71].
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Tabnuua 1.
Kputepun taxectn
3 (West Haven)

MpumeyaHue:

TCY -TecT cBA3M Ym-
cen, I3l - aneKTpo-
3HUedanorpamma,
13 - neyeHouHasn
3HUedanonatua

Table 1.
Criteria for severity
of HE (West Haven)
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Cragus Xnonatowwui Bpemsa YpoBeHb aMMuaKa
m CocTosiHMe CO3HaHUA Tpemop BbINOJIHEHUA 23r apTepuanbHou
(acTepukcuc) TCY KpoBM
YacToTa a-puTM™Ma
. . B Hopme
0 HeTt namenennit HeT 15-30 ¢ 8,5-12 xomeb6anmit
(11-55 mxmomb/m)
Blc
Hapyumenne put™ma cHa, .
Py p . Pepxmnit xmoma-
HecOOpaHHOCTb, 3iidopus , YBenuuen o 1,33
. LM TPEMOP Yacrora a-purma "
1 uny 6eCIOKONCTBO, CHU- 31-50 ¢ . pasa oT BepXxHeil
(1-2 pBuKeHUs 3a 7-8 xonebaHnit B 1 ¢
JKeHle BHMMAaHuA, Hapy— FpaHMHbI HOPMI)I
30 ¢) (acTepukcuc)
IIeHue cyeTa (CI0XKeHMe)
JleTaprus wim anarus,
MMHUMAaJIbHASA [[€30PUeH-
TalyA BO BpeMeH) 1 npo- HeperynapHbii YBemien
P P perymip Yacrora a-purma B 1,33-1,67 pasa ot
2 CTpaHCTBE, M3MEHEeHU Tpemop (3-4 fBU- 51-80c N .
5-7 xonebauuit B 1 ¢ BepXHeil 'PAaHUIIBI
JIMYHOCTI, HeafleKBaTHOe  keHwus 3a 30 ¢) HODMBI
MoBefleHMe, HapyLIeHe P
cdera (BBIYMTAHIIA)
CoMHOJIeHII A, COXpaHe- .
1A, coxp Yacrelit TpEMOpP YBennuen B 1,67-2
HIe OTBeTa Ha Bepbasib- . YacTora a-purMa .
3 (5-10 pBYOKEHMIT 3a 81-120 ¢ . pasa oT BepXHeil
Hbl€ CTUMY/IbI, 3HAYUTE/Ib- 3-5konebaHuit B 1 ¢
30¢) IrpaHMI bl HOPMBbI
Has e30pMeHTal s
>120c¢ VBennuen 6ornee
ITouTn nocTosH-
. . (Hecroco6- Yacrora a-putMma < dUeM B 2 pasa OT
4 Koma HBII X/IOTAOI I . .
TDeMO HOCTb 3aKOH- 3 KoymebaHuit B1c  BepxHel IPaHMI[bI
pemop YUTD TECT) HOPMBI

[TaTorenes passutusA I19 Becbma cnoxeH. C TOUKM
3peHusA TeKyIUX NaHHBIX, OCHOBAHHBIX Ha 9KCIepu-
MEHTa/IbHBIX MOZE/ISAX, XPOHIYECKH NePCUCTHUPYOIast
runepaMMOHMEMUs CBsI3aHa C peaKTUBAL[MY aCTPO-
IIUTOB ¥ MUKPOI/INY, TIOBBIIIEHIIEM MHAYLNOeIbHOI
cuHTa3bl okcuya azora (NO), moBbIIIeHIEM IPOBOCIIA-
nuTenbHBIX IUTOKNHOB (IL -1B n IL - 6, mpocTarmanpn-
HaE,)). laHHbIE M3SMEHEHV A ACCOLMMPOBAHBI C HAPYIITe-
HueM MeMOpaHHOIT 9KCIIPECCUY PELIeNITOPOB anbda-am
MHO-3-TU/IPOKCHU-5-MeTU-4-130KCA30/I-IPONNOHOI
kucnorsl (AMPA), N - metnn — D — acmapTaTHBIX
(NMDA - peLienTopoB) 1 TaMMa — aMUHOMAC/IAHOM
kucnorsel (GABA). [Togo6Hble M3MEHEHM A OTBETCTBEH-
HbIe 32 U3MEHEeHM A HelIPOTPaHCMICCHUY, YTO IPUBO-
OVJIO K YXYZIUIEHNI0 KOTHUTUBHBIX U BUTaTeTbHbBIX
yHKUMIT B 9KCIIepUMEHTATbHBIX MOJieTIAX [72].

B ocHoBe marorenesa I19 nexxut gucbananc amn-
HOKIIC/IOT B TOJIOBHOM MO3Te€, IPMBOAAIINIL K OTEKY
aCTPOITINY U HAPYIIEHUAM ee QPYHKIMIT, TAKMX KaK:
M3MEeHEHNs MOCTCUHANITHYECKUX PelelITOPOB 1 MPOo-
1[eCCOB HeMPOTPaHCMICCHUN, HapyIleHNe IpOoHNIiae-
MOCTH reMaTosHIedannIeckoro bappepa, CHIOKeHIe
9HEPreTNYecKoro obecreyeHnst HelpoHOB. CreneHb
KJIMHMYECKUX IPOABIEHNIT HEPeKO KOppennupyer
C yPOBHEM aMMUaKa B CBIBOPOTKE KPOBU, B 3aBUCHU-
MOCTH OT BBIPa)KEHHOCTH HapyIIeHNIT eI TeTbHOCTI
TOJIOBHOTO MO3Ta BBIJIE/IAIOT YeThIPe CTEITeHN TAXKeCTH
119 (mabn. 1).

XOTs Kmaccu4ecKy NpUHATO CIUTATD, uTo [19 mpn-
Cy1ia muib 3a60/1eBaHNSIM [IeIeHN) Ha CTafUI [UPPO-
3a, TeM He MeHee B psjie KIMHNYeCKIX UCCIeJOBAHMIL,
[POBEJEHHBIX OTEYECTBEHHBIMIU YYEHBIMM, ObI/IA 110-
KasaHa Ba)kKHas POJIb TUIIepaMMOHMeMuUN B GOpMIu-
POBaHUY MUHMMA/IbHBIX HAPYIIEHNIT KOTHUTVBHOTO
CTaryca Ha JOLMPPOTUYECKOI CTaJuy, B TOM YUCTIe
y manuenrtos ¢ HAJKBII [73].

CKpUHMHTOBBIM METO/IOM BbIsIBIeHUs 9HIe(Da-
JIOLIATUY MOKET CIYXXUTh TecT cBsA3u ynucen (TCY),

KOTOPBIN OlleHMBAaeT CKOPOCTDb IICXOMOTOPHOII pe-
aknuy nanuenta. Kpome Toro, B mociegHee BpeMs
OO/BIIYI0 PACIPOCTPAHEHHOCTD HMOTYUNIN TaKue
BAapMAHTHI ICMXOMETPUIECKOTO TECTUPOBAHN A, KaK
«TecT moBTOpeHMs MMHMI», «TeCT CUMBOIBHO — IUp-
POBOTrO KOAMPOBAHMSI», «TeCT Ha3bIBAaHMU S KMBOTHBIX»
u gpyrue [74].

JlatenTHy0 II9 MOXXHO BBIAABUTH, UCIONb3YA
crenmanabHble ONIPOCHMKY MM METOJ BhI3BAHHBIX
MOTEHIINaIOB TOTOBHOTO MO3TA.

BoiAB/IsAeMble KOTHUTUBHbBIE Y IICXOMOTOPHbBIE
PaccTpoiCcTBa, KaK-TO: TPYJHOCTY C IIPUHATHEM pe-
IIEeHWIT, CHMYKEHME CKOPOCTH IICYXOMOTOPHBIX peak-
I[UIT HepeJIKO He BOCIIPYHUMAIOTCA OOTbHBIMU M UX
OKpY>KeHUeM KaK IpOosABJIeHNe 60Ie3HN.

CrepyeT yInThIBaTh, YTO KIVHWYECKUMU CUMIITO-
MaMM TaTeHTHOM [10 ABMAI0TCA MOBBINIEHHA A YTOMIA-
€MOCTb, CTTab0CTb, Pa3IpaXKUTENbHOCTD, MHBEPCHS CHA
(cOHMMBOCTD HHEM 1 6@CCOHHIIA HOYbIO), HAPYIICH
peun, u3MeHeHN s NoYepKa, PACCeAHHOCTD 3a PyIeM
U TIPY BBIIIOIHEHUY PabOThI, TPeOYIOIeil IIOBbIIIEH-
HOJI KOHLIEHTPaLX) BHUMAaHUA, TPEMOP, CHIKEHIE
MBIIIEYHBIX pediekcoB. Pe3y/IbTaToM TaKUX Hapylie-
HUI1 MOT'YT CTaTb Cepbe3HbIe JOPOXKHO- TPAHCIOPTHbIE
HPOVICIIECTBUS C TSKEIBIMU TOCTIeCTBUAMU (75, 76].
B cBs3u ¢ 3TUM BblABIeHNe MUHNMMaNbHOI [19 nmeer
6o71blII0e 3HAYEHME Y pAOOTHUKOB MHOTHUX ITPOdeccuit:
BOJUITeNIel aBTOTPAHCIIOPTA, ONePaTOPOB Ha aBTOMa-
TU3UpPOBaHHOM obopynoBanHuy u fip. [1].

JlarentHas II9 npencraBngeT HaMOONIBLIYIO CTTOXK-
HOCTD [/1s1 fuddepeHInaapHoro fuarHosa, T.K., He-
CMOTPA Ha y/IOBIETBOPUTENbHYIO OPMEHTUPOBaH-
HOCTb BO BPEMEHU J IPOCTPAHCTBE, HAOMIOAAI0TCA
V3MEHEHU A IICMXOMEeTPIYECKUX MV HeJIPOIICUXOIIO-
IrUYeCcKNX TecToB [1].

[Tpyu XxTMHMYECKOM OCMOTpe Ha 9TOM CTafiUuM MO-
T'YT BBIABIATHCA HEKOTOPbIe HAPYIIEeHNA KOTHM-
TUBHBIX QYHKIMIT ¥/MIN TOBeeHUs: HEKOTOpas
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Ta6bnuua 2.
Anddepenum-
anbHbIN AnarHo3
M3 1 cocTosHMN,
COMpPOBOXIAlOLLMX-
C KOTHUTUBHbBIMM
HapyLweHuAMN
[78-83].

Table 2.
Differential
diagnosis of PE and
conditions accom-
panied by cognitive

impairment [78-83].

3a6boneBaHus .
MpuymnHbl KnuHuyeckne npusHaku 1 JaHHble HeMpPOoBU3yanu3aLum
1 CUHAPOMDBI
SHueda- SHuedanonaTus, CBsI3aH- PasButne ocTpoe nmm NogocTpoe, MoXKeT IIPOrpeccupoBarh 0
JIOIIATUA HasAaC )Ie(l)I/IIU/ITOM THMaMMHAa. KOMBI, XapaKTepHa perpeccm{ CUMIITOMOB Ha (1)OH€ CBOSBPCMCHHOﬁ[

Taite- Bepunu-
kxe-KopcakoBa
(Wernicke-Kor-

OcHoBHas IIpMYNHA — 3710yI10-
Tpe6H€HI/Ie aJIKOTOJIEM, TaK XK€
HEeyKpOoTuMas pBoTa, roJl10aHNE,

aJleKBaTHOJ 3aMeCTUTEIbHON TePANuU TUAMIHOM.
Kraccnyeckas tpuaga (16-38% ciydaeB): I1a3ofBuraTebHble Ha-
pyluleHus (HUCTAarM, I7Ia30[jBUTaTe/IbHbIe PACCTPOIICTBA, HapyIIeHNe

sakoff’s syn- 6apuarpudeckas XUpPyprus 3PAYKOBBIX PEAKINIL), ATAKCH, HapyIllleHNe CO3HAHNA/TIOBEeHNA.
drome) MPT - cuMMeTpIUYHbIe TUIIEP/IeHCHBIE OYary B COCIIEBU/IHBIX TeNax,
TajlaMycax, lapaBuafyKoBoM npocrpancTse. CrierndaHOCTb
M3MeHeHuit 93%.
Cunppom ITepBuYHasA lereHepars XapaKTepHO MOCTeIIeHHOe Havaslo, C HeyK/IOHHBIM IPOTPeccy-
Mapknada- (memmenHM3aIelt) MO30MN- poBanueM. KnmHuveckne nposBIeHN CBA3AHBI C KOPKOBBIMU
BbI-BUHBAMHU-  CTOrO Te/a y MallMeHTOB 3PEIOT0  HapYIIEHMAMU: BRIPa>keHHbIe PacCTPOIICTBA MaMATH, adasus,
uy (Marchi- U TIO>KU/IOTO BO3PACTa. aIpaKcius, SMU30/bI BO3OYKIeHM A, YepeyIoluecs ¢ elpeccuet,
afava-Bignami  Pepkuit cuHEPOM, KOTOPBIN CKJIOHHOCTD K HaCUJINIO, CTyXOBbIe U 3pUTE/IbHbIE Ia/l/IIoI M-
Disease) CBA3BIBAIOT C M30BITOYHBIM yIIO-  HAalMuU. BO3MOXKHBI IOJIKOPKOBbIE HapylLIeHns (aTeTos, Xopes,
TpebIeHeM HeKaueCTBEHHOTO THUKN), HAPYIIEHNUs OXOKM (HepaBHOMEPHBIII 1IaT, HET aHTepPO-
KPacHOTO BIHA. MyIbCUM, <IIOXO[KA TBDKHIKAY).
MPT: nopa’>xeHue MO30MCTOTO Te/la C TUIIEPUHTEHCUBHBIMU
ouaramy Ha T2-B3Bemennsix MPT B ocTpyio dasy, c o6pasoBanu-
eM KJCT Ha MeCTe IIPOM3OIIe/LIero HeKpo3a.
AnxoronpHas  [InurenpHoe 3noynorpebnenne  ITocTemeHHOe HAYaIo ¥ MeJIEHHOE IIPOTPeCCHpPOBaHMe: CHIDKEHIE
meMeHL ¥ aJIKOTOJIeM BHIMAaHN, HapyllIleHVie KPaTKOBPEMEHHON IaMATH, YILIOIeHN)e MbILI-
JIeHU ST, «IOGHBIIT» IOMOP, U3MEHEHsI IMYHOCTH (371004, arpeccis).
OT/IM4nAMM OT COCY/MCTOI IeMEHIMM ABIAIOTCA 60/Iee BEIPaXKeH-
HOE HapyIlIeH)e OTCPOYEHHOTO BOCIIPOM3BENIEHNs U Y3HABAHMA, OT
6one3Hn AsblireiiMepa — OTCYTCTBME CEPbe3HbIX HaPYLICHWII ITAMATI.
MPT: na ¢one guddysHoit obumpHoit arpodun 6osee BrIpaskeHa
aTpodus 106HOI JOMM U MO3XKeUKa, XapaKTePHO paclIMpeHe
TPeTLEro XKeMyTouKa.
CunpipoM ITonHoe mpexpaleHne IpuemMa XapakTepHbI TeHepaIM30BAHHbIN MEIKO- ¥ CpefHepa3MaIlCThIi
OTMEHbI aJIKOTOJIS M/IM yMeHbLIeHe TPeMOp, TAXMKaPHN, TUIIePEMI KOXKHBIX TIOKPOBOB, APTEPH-
AJIKOTONA €ro J103bI y /NI ¢ QU3NIECKO azbHaA runeprensus. HapylueHns noseeHns — BbIpakeHHOe
3aBUCUMOCTHIO 6ecIIOKOICTBO, HapyIIeHNe cHa (KouMapbl). B Hanboree Tsxenom
CIydae — pasBUTHE OCTPOTO ICHX03a (a7KOrOIbHBII fenupuii, He-
7ast ropsdka, delirium tremens) co CIyXOBBIMM, 3pUTETBHBIMI UV
06OHATETbHBIMY /IO HALIVAMI.
Creryuaeckort KapTUHbI TPV HEPOBU3YaIN3aIiii He OIVCAHO
ITenmarpa 3aboneBaHne, cBA3aHHOe ¢ iedn-  Kmaccmyeckas Tpuaza meniarpsl — JepMaTuT, Axapes U JeMeHIA.
LUTOM HManyHa (Buramus B3) JIlepMaTUT — CUMMETPUYHAS SPUTEMA, 3Y/I, BE3UKYJ/IbI Ha OTKPBITHIX
y G6O/BHBIX € XPOHMYECKUM a/lKO-  yYacTKaX Te/ma: KOHEYHOCTH, INII0, BOKPYT 1en (Casal’s oxxepernbe).
TONM3MOM, HapyLIeHnAMM muta-  HeliporcuxmaTpudeckue IpOsABIeHNA Pa3HOOOPasHbI 1 Bapbl-
HuA (6€3[OMHOCTD, aHOPEKCHA).  PYIOT OT TOIOBHOI 607N, PasgpaskKUTeIbHOCTU O MOTePy IaMATH
Omucanpt crygan nmpu BUY-un- U TICUXO03a.
dexuum, 6omesun Kpona, kapiy-  Crienmdudeckoit KapTHHBI IIPY HeJIPOBM3yaTn3aluy He OMICAHO.
HOVITHOM CMHpOME, y MMAalMeHTOB
Ha [yannse U Ipy IpmueMe psana
7IeKapCTB (M30HMASNS, STVOHAMNT,
6-MepKaITOIyPVH)
I'mmortupeos  KmmHuueckuit cCMHAPOM, 06y- K KIMHMYeCKMM NIPOSAB/IEHNAM TUIIOTYPE03a OTHOCAT HapyIIeHNA

CTIOB/IEHHBII TUIIOBYHKIIMEN
IUTOBUIHOM
JKeTIe3bl

TIaMATY, BHUMaHMUsA, MHTEPeca K OKpYy>KaloleMy, TUTIOMUMIS, YTOM-
TISIEMOCTD ¥ COHIMBOCTD. BO3MOXKHO pasBUTHE CYOPOXKHBIX IIPUCTY-
TI0B, BeCTUOY/IO- aTaKCHYECKIe PacCTpoiicTBa (HapylleHe TOXOHKH,
Hucrarm). K penkym HeBpO/IOriMieckM IpOsIB/IEHISIM IUIIOTIPe03a
OTHOCAT Pa3BUTHE IICUX03a U TsKeNble HAPYLIeHNsl CO3HAHNUA.

Psip xMHUYecKuX HaOMIONeHNIT II03BOJIsIET PaclieHNBaTh TUIIO-
THpeo3 Kak GakTop, ycyryomnsawoumit passurue [19 1, BO3MOXHO,
CIIOCOOHBII TOTEHIIMPOBATh IMIIepaMMOHIEMIIO.

Crerduyaeckoit KapTUHbI PV HeIPOBU3Yaan3aliy He OIMCAHO.
JnarHocTuKa ocHOBbIBaeTcs Ha onpenenenue TTI, T3, T4 u yTou-
HEHIA STUOJIOTUY TTIOPAYKEHMS UIVTOBUIHON XKeyle3bl.

Ie30PUEHTUPOBAHHOCTD, 91IQOPYA NN TPeBOra, CHU-
JKeHle KOHIIEHTPAIVi BHUMAHNA, CTTOKHOCTD BBITION-
HEeHMA OIepalyil 0 apudMeTUIecKOMY CTIOKEHUIO VN

BBIYMTAHMIO, I3MEHEHIe pUTMa CHa [77].

Ha ngannoit craguu I19 Heobxomumo nuddepeHnnpo-
BaTb C PAOM COCTOSTHMIA, COPOBOXKIAOIIVXCST KOTHM-

TUBHBIMI HapylueHusmu (mabmn. 2).

TTOCKOBKY MMeeTCst KOPPETILVs MEK/Y YPOBHEM Ii-
IIepaMMOHMeMIN 1 cTapyiert 119, KOTOpyo MO>KHO ompe-
IemUTD 110 TecTy cBaAsu uncen (TCH), To mpencTapaeTcs
BO3MO)XHBIM KOCBEHHOE [IPEMIIIONIOKEHIIE BHIPOKEHHOCTI
TUIEPAMMOHIEMIN C CTIOIb30BAHIEM TOIO YK€ TeCTa CBSI3I
ynicen (puc. 1). CrerieHb BBIPOKEHHOCTH SHIjeanonaTum
PaccYNTBIBAETCS [0 CKOPOCTH BBINO/HeHNs TecTa (mabs. 3)
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Table 3.
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CreneHb BblpaxeHHocTn M3

BpeMﬂ BbIMOJIHEHUA, CEK.

Crapgua sHuedanonatum

B COOTBETCTBMM C pe3yJibTa- <40 Het
TaMu TeCTa CBA3N Yucne 40-60 JlaTenTHas
Degr.ee of PE severity ac- 61-90 LIII
cording to the results of the
number linkage test 91-120 11
121-150 111
>150 v

IIns ypo6crBa Bpava u manuenTa TCY MOXXHO IpOBeCTH OHJIAIH 110 agpecy: https://testpecheni.com

MonoxeHune 8

rl/lﬂepaMMOHI/IEMI/IFI ABNAETCA BaXXHbIM NMaToreHeTU4YeCKMM 3BEHOM Pa3BUTUA CapKOMEHUN. ﬂpVIMEHEHVIe rmnoam-

MOHMEMUNYECKUX CPpeacCTB Y nauneHToB C capKoneHmeVl N XpOHNYeCKnMmMmmn 3a60/1€BaHUAMY NEYEeHN CI'IOCO6CTBy}OT

YNyuLLEeHMo NPOrHo3a 3aboneBaHus.

KommeHTapun:

YacThIM OCTIO)KHEHVEM LIPPO3a SIB/IAETCS CAPKOIIEHNS:
OHa BCTpevaeTcs1 y 6OTIBIIIOro KodecTsa raryeHTos ¢ [I1
(mo 70%), yBenmmumBasich C TSHKECTbIO 3aboneBanus [71].
OHHaKO Ba>XHO 3aMETUTD, YTO JAaHHOE COCTOAHME MOXKET
paSBI/IBaTbCH JIHa I[OLU/IppOTI/I‘-IeCKI/IX CTaguAX, HaHpT/IMep
py CTeaTo3Hoit 60e3Hn redenn [84]. CapkoneHus — 910
CUHJPOM IIPOTPECCUPYIOLLIEN Vi TeHepanTn30BaHHO II0Te-
Y Maccl, Cuyibl ¥ QYHKIMY CKeZIeTHBIX Ml COrmacHo
TEKYIVM JJAaHHBIM, JAHHOE COCTOSIHME IIPYHATO K/IACCHh-
CI)I/ILU/IPOBaTb Ha HCPBI/ILIHYIO n BTOpI/I‘IHyIO. HepBI/I‘{HaH
(v BospacTHast) capkorenus 00ycoByeHa pakTopamu,
CONPOBOKAAOIMY cTapenne. CapKOIeHsI, pa3ByBa-
HOIIAACA Hp]/[ OHPCHCHCHHI)IX COCTOAHMAX U BCIEOCTBIE
IJINTENBHO IPOTEKAILINX 3a00/IeBaHMIL, HA3bIBAETCS
BTOPUYHOII [85].

B ocHOBe maroreHesa CapKOIEHMUM JIKUT TUIIE-
paMMOHI/ICMI/IH ¥ HU3KO€ KO/INMYEeCTBO aMMHOKMC/IOT
C pa3BETBJIEHHOI I€MbI0, OKA3bIBAOLINX HEraTHB-
HO€ BIUsAHNE HaA SKM3HEHHBIN HpOI‘HO3 ImanmeHTa.
AMMMaK y4acTByeT B IaTOreHe3e CApKOIEHNUN Yepes
MeXaHM3Mbl, BK/II0YAIOII[Jie TIOBBIIIEHHYIO 9KCIIPECCUIO
MMOCTaTVHA U MapKepoB ayTodaruu, 4To IpuBOLUT
K HapyH_IeHI/IIO MeTa60]H/I3Ma MBIIIIEYHON TKaHU U Cap-
KOIIEeHUMN. CKeTIeTHbIe MBIIIIIBI 3aMEHAIOT II€YE€HDb Ha

MonoxeHwune 9

HepBUYHOM 3BeHe JeTOKCUKAL[II aMMIIaKa B pe3y/IbTaTe
MopuUKaLuy FeHOB, KOUPYIOLMX KTI04eBble OeIK,
KOTOpbI€ YYaCTBYIOT B CHVDKEHUY YPOBHS aMMMaKa.
BosHMKaeT MOpOYHBIIT KPYT, IIPY KOTOPOM IMIIEPAMMO-
HMEMVSI BBI3bIBAET IOBPEX/IEHNE MBIIIIL] U CAPKOIIEHIO,
OrpaHNYMBasI CIOCOOHOCTD MBIIII YAA/IATh U30BITOK
[IEPEHOCUMOr0 KPOBBIO aMMIAKa, I IOPOYHBIN KPYT
3ambIKaeTcs [85].

B sKcrepyMeHTaIbHBIX U KIVMHUYECKUX UCCIIe0-
BaHUAX MOKA3aHO, YTO TUMEPAMMOHUEMUS MOXKET
yCyry6msiTh capkorenno. [IpuMepHO y KaXXOTo det-
Beproro manuenTa ¢ LTI, II9 n capkomeHnns guarHo-
CTUPYIOTCS OFHOBPEMEHHO. DTO COueTaHMe ABJISETCA
He6IaronpusTHEIM: 062 COCTOSIHUS YCUIUBAKOT APYT
npyra, dopmupys circulus vitiosus (lTopo4HbIt KpyT),
1 OKa3bIBAIOT HETATVBHBII CUHEPreTU4ecK it appexr
Ha KaueCTBO XM3HU ¥ IPOTHO3 MaI[1eHToB [71].

B HefaBHO Omy6/IMKOBaHHBIX paboTax ObLIO ITO-
Ka3aHo, 4TO KaK y manuenTos ¢ III, Tak u B ciyvae
PasBUTKSA CAPKOIIEHNUN Ha HOLMPPOTUUECKOI CTa-
IVY, Ha3HaYeHNe I'MII0AMMOHMEMUYECKIX CPECTB
(L-opHuTnH - L-acnaprat) ObIJIO CBSI3aHO C y/Iydllle-
HYEM KJIMHUYECKOT KaP TUHbBI TOPaXKEH U MbIIIEYHON
cucremsl [86, 87].

MepcucTrpyowwan 1 Nporpeccmpyowas runepaMMmoHMeMIst OKasblBaeT MPOrpeccrpyoLwmii npodrubporeHHbIn 3¢-

deKT Ha aTanbl PopMMPOBaHMA NOPaAXKEHMA NeYeHm), NPUBOAA K PacCTPONCTBaM BHYTPUMEUYEHOYHON reMOAVHAMUKN,

pPa3BuUTUIO nopTaan0|7| rmnepTeH3snu, a B nocsieaylowem capkoneHumn CKeneTHON MyCKynatypbl.

KommeHTapum:

PesynbraThl KIMHIMYECKNX UCCTIEOBaHNIT TOKA3bIBAIOT,
YTO TMIIepaMMOHEMIIs HAaOMIOae TCs y MAI[IEHTOB yKe
Ha JJOLMPPOTUIECKOI CTaVV XPOHNIECKUX 3ab0e-
BaHUIT [IeYeH, IPUIeM IIPU MeTabOoMNIecK — acco-
LMMPOBAHHO XXIPOBOII 60/I€3HN IIeYeH Y TOBbIIIEHNEe
YPOBH: aMMHaKa JJOCTOBEPHO BbIlIe 10 CPAaBHEHUIO
¢ xpoHndecknmu renarutom C, 9T0 0OBACHSETCS fie-
[IPECCOPHDBIM BIVSTHUEM TPUITIMLIEPUIOB Ha pepMEHTBI
CMHTe3a MOYEBUHBI B OPHUTUHOBOM LIMKJIE [9].

B aKcriepyMeHTaNbHBIX U KIMHIYECKUX VICCTIeIOBa-
HUSIX GbIIO TOKA3aHO, YTO IIPK CTEATO3HOI 6OIE3HN IIe-
vyenu npu HAJKDBII runepamMmMoHneMs pa3BuBaeTCcsa Ha
TOLVPPOTUYECKON CTalMM 33 CUET CHYDKEHNA aKTUBHO-
cTu GepMEeHTOB, yYaCTBYIOIMX B OPHUTIHHOBOM L{IK/Ie

[88-93]. Y mpimeit ¢ HAJKBII, pasBusuresicsa Ha doHe
JKMPOBOII IMETHI, 3aPUKCHPOBAHO CHIDKEHNUE YPOBHSA
(bepMeHTa, 9TO CONPOBOXKAANOCH CHIDKEHIEM CUHTe-
3a MOYEBJHBI VI yBe/INYEHIEM KOMNIECTBA aMMIaKa
B TKaHI IIEYEHN B CPABHEHMY C KOHTPO/IbHO IPYIIIION.
Y 6onbubix ¢ HAJKBII Ha oHe OXUpeHs BbIABICHO
IOCTOBEPHOE 110 CPABHEHUIO CO 3OPOBBIMM JIMLIAMU
CHIDKEHMe KOMMYeCTBA M aKTUBHOCTU GePMEHTOB Op-
HJTVHOBOTO LIVK/Ia, IPIIeM Ha CTAMI CTeATOTeNaTITa
9TV M3MEHEHSI BhIPA)KEHbI 3HAYNTEIbHO CI/IbHEe, 1eM
Ha cTaguu crearosa [94-97].

AMMMaK CIIoco6eH H0303aBUCUMO aKTHBUPOBATD
3Besauarsie kiaetku nedenn (3KII), sanyckas ¢pubpo-
reHes 11 BbI3bIBast AucyHKImIo sHporenus [15]. Kpome
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toro, camu 3KII Taxke CIIOCOOHBI perynnpoBarh Kpo-
BOTOK B CMHYCOMJaX IIe4eHN) 3a CYET M3MEeHEeHNUs CBO-
eii KOHTPaKTU/IbHOCTH, KOTOPas MOBBIIIAETCA IPY UX
akTuBauuu [98,99].

Y HalMeHTOB C XpOHMYECKNMMY 3a00/IeBaHIAMM [IeYeHN
¢ ¢pnbposom FO-1 meTomom monurernarorpadui BbIsIB-
JIeHBI HapyIIeH)A IIOPTO — NeYEHOYHON reMOIMHAMIKI.
Taxoke y JaHHON KaTeropyy NaiyieHToOB BbIAB/IEHbI IPK-
3HaKM TUCQYHKINM SHAOTENA: HapyIleHye SHI0TeINIi-
3aBMCYIMOI1 Ba3OJV/IaTAINY, TIOBbIIIEH)E METaOOMITOB
OKCHJa a30Ta B nepudepndeckoil KpoBy, HapylleHue
9KCIIPeCCUN CHMHTa3 OKCYJA a30Ta B TKAHM TedeHu (CHU-
JKEeHIe SKCIIPECCUY SHIOTeMAIbHOI CUHTA3BI U IOABIIe-
HIe MHAYLMOETbHON CHHTA3bI OKCHa asora) [100, 101].

OHpoTeNManbHasA AIUCOHYHKINA, @ TAKKe ITOBBI-
HIeHHasA KOHTPAaKTU/IbHOCTb aKTUBMpOoBaHHbBIX 3KII
elje Ha paHHUX CTafMAX XpOHMYeCKuX 3abonepa-
HMIA [IeYeHM IPUBOJAT K HAPYUIEHUIO ITeYE€HOYHO
MUKPOUMPKY/IALMY, KOTOPas IMeeT OTPOMHOE 3Ha-
qeHMe /I MeTabonyM3Ma relaTOLUTOB, X pere-
Hepauuu u pubporenesa [102]. [Ipuyem B pspe
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9KCIIePMMEHTA/IbHBIX pab0OTaX MOKa3aHO, YTO aKTUBA-
uua 3KII u HapyleHMe e4eHOYHOI reMOMHAMUKN
06paTUMBI IIPU CHIDKEHUH YPOBHSA aMMMaKa IIpera-
paramu opuutnHa (L-opHnrtuna-L-acmaprara) [15].

TakuM 06pasoM, BBICTPaNBAETCsI TATOT€HEe TIIECKasI
0Ch «TUIePAMMOHVEMIS — AUCHYHKINS SHTOTEINS —
axktuBanya 3KII, c mospleHNneM X KOHTPAaKTUIbHO-
CTHU — HapyLIeH)e eYeHOTHO MUKPOLVPKYIALIUYA —
¢dubporenes».

Kpome Toro, onycaHHbIe BbIIIE JAHHBIE OBIIN MO -
TBEP)KEHbI B pAMKAaX K/IMHIIECKIIX NCCTeIOBAHNIL, TTie
6BI/I0 IIOKA3aHO, ITO HA/TNUIE TUIePAMMOHIEMII IIPY
MeTaboMM4ecKy acCOLUIPOBAHHOI KUPOBOIL 60/Ies-
oo neyenu (MAJYKBII) cBsasaHo ¢ HanmuuueM Ooree
BBIP>KEHHOTO CTeaTo3a IeYyeHy B CPABHEHMNU C TeMU
HalyeHTaMy, KOTOPble IMEIOT HOPMaJIbHBII YPOBEHb
aMMuaka. B aToit curyanny HasHadeHue IMII0AMMOHN-
emuaeckoit Tepanuu (L-opantnH - L-acnaprar) 6b110
CBfI3aHO CO CHIDKEHIEM >KECTKOCTH IIeUeHN T10 JAHHBIM
97IACTOMETPUM, @ TAK)XKe CHIDKEHIEM YPOBHS CTeaTo3a
maHHOTO Oprata [103, 104].

lMnepaMmmMoHVEMUA ABAAETCA YaCTbIM NPOSABAEHNEM MOPaXKEHUs nedeHn npu ocTpom TedeHun COVID-19 1 nocTko-
BUOHOM CMHAPOME. B 0CTpoil cuTyaumm BbicoKne Lndpbl aMM1aKa-aMMOHUA MOTYT ABAATLCA KpUTepuaMn Hebnaro-
NPUATHOrO NCXOAA 3a60/1eBaHUA. KNTMHNYECKN 3HAUMMOE MOBbILIEHIE YPOBHSA aMMIAKa-aMMOHMNS MOXET COXPaHATBLCA
1 nocne ocTpon pasbl 3a601€BaHUA, KakK OANH 13 CUMMTOMOB MOCTKOBUAHOMO CYHAPOMA (aCTEHNU, MeYEHOUHON

3HUedanonatum).

KommeHTapuu:

OTMeveHO NOBBIIIEHNE YPOBHA COAePXKAHNA aMMUaKa
B IleprdepudecKort KpOBI y BCEX CTAI[IOHAPHBIX 60/Tb-
HbIx ¢ COVID-19: o6parun Ha ce6s1 BHMMaHMe TOT PaxT,
YTO IIpM JJa/IbHEVIIIIeM OBBIIIEH NN ITOKa3aTes s (BbILIe
TOYKY OTCeyeHN:) 3a00jIeBaHe IIEPEXOUIO B TAXKe-
1yt GopMy ¢ yXyALIeHueM KINHIYeCKOTO COCTOSHILS,
Tpe6OBaBIIIETro CIIeI1aTN3YPOBAHHON PeCINPATOPHOIT
HOI/IePXKKIY U IIepeBOjia 60JIbHOTO B OT/e/IeHe aHeCTe-
3MOJIOTMH ¥ peaHUManyy. TakuM 06pa3oM, CTeleHb
IUIIePAaMMOHMEMUY MOXKHO CYUTATh MapKepOM IIpO-
TrHO3a TSKECTU TedeHus 3aboneBanus [105].

O6peMbl IeKaPCTBEHHOI Tepalyy B 9TUX KIMHIU-
YeCKUX CUTYaLUAX TPeOYIOT KOpPeKI MU TUIIepaM-
MOHMEMUM IIpenapaToM L-opuntus- L-acnapTar nog
KOHTPOJIEM COfiep)KaHuA B Iepudepudeckoil KpoBu
YpPOBHS aMMMaKa- aMMoHus [106].

IMoctkoBupueit cunppom (ITKC) paccmarpusa-
eTcA KaK MMOC/IefiCTBUA KOPOHaBUPYCHOI MH(EKINM,
IIpY KOTOPOI epeHECIe e€ MalieHTbl CTPAAoT OT
Pa3NIMYHBIX CHMIITOMOB, [UIALINXCA 10 12 Hellerb 1 60-
nee. YTo KacaeTcs onpepesieHe MOpaskeH A OPraHoB
numesaperns npu [IKC, To ero cnexyer gumarsocTu-
pOBaTh NpM pa3BUTUM (COXPAHEHUN) CUMIITOMOB CO
CTOPOHBI YKa3aHHON CUCTEMBI TIOC/IE 4 -11 HeJeN OT
mauudecranyy COVID-19 npu ycnoBun JOKa3aHHOM
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9MMMMHALIMY BUPYCa 13 PECIIMPATOPHOTO TpakTa [35].
ITo pauubIM oTdeta Carfi et al. (2020), y 87% BbI3fo-
POBEBIIVX U BBIMCAHHBIX 13 OO/IbHNUI] HAL[MEHTOB
¢ HOBOII KopoHaBupycHolt nadekunei (COVID -
19) pasxe yepe3 60 fHel COXPAaHSICA XOT OBl OAUH
[ONrOBPEeMeHHbI CUMIITOM. VI3 HIX y 32% Habmiopa-
JIMCh OJVH MU iBa CUMIITOMA, a y 55% — Tpu 1 6o71ee.
Yaige Bcero malMeHThl OTMeYann yCTaA0CTh (53,1%),
YXYALIeHMe KadyecTBa K13HY (44,1%), opbiiuky (43,4%),
601b B cycraBax (27,3%) u rpynu (21,7%). IanueHThI
€o001Iany 0 HEBO3MOXKHOCTY BBIIIOHATH OOBITHBIE
MOBCe/JHEBHBIE IeIICTBIUS, @ TAK)Ke O IICUXMYECKUX pac-
CTpPOIICTBAX, TAKMX KaK TPEBOTa, Aelpeccus U MOCT-
TpaBMaTIYeCKOe CTPeccoBoe paccTpoiicTBo. CormacHo
NIPOBELEHHOMY MHOTOLEHTPOBOMY HaO/II0gaTeNb-
HoMmy mccnenosanuio JIMPA — COVID, B passutun
ITIKC Ba>kHYI0 ponb IPMHNMMAET TUTIEPAMMOHNEMMN,
KOTOpasi COMYTCTBYeT IOBBIIIEHNIO Ta60PaTOPHBIX
MapKepoB IJUTO/NN3a, aCTEHUN, MMHUMAJIbHBIX KOT-
HUTHMBHBIM HapyluleHusM. B xoze post — hoc ananusa
TaHHOTO VICCTIeIOBAHNU A, B TOM YNCJIe Y MallIeHTOB
¢ HAXKBII n ITKC, 6511a moKkasaHa parjMoHanbHOCTD
npuMeHenus L — opaurnna - L - acnaprara B o3e 9 r
B CYTKM Ha IPOTSKeHUM 4 Hellenb A1 KOPPeKIun
BBILIEONMCAHHBIX CUMIITOMOB [56].

L-opHUTUH- L-acnapTat (LOLA) aBnaeTca 6a3ncHbIM NpenapaToM AJif KOPPEKLWN rinepamMMOHNEMINN 1 €€ KITMHNYECKNX

JKBMBANIEHTOB KakK B Ka4eCTBe MOHOTEPAnunn, Tak 1 B COMETAHNN CAPYTMMIN NeKapCTBEHHbIMU NMpenapaTtam, NoTeHUnpya

nx papmakoguHamumueckme 3GheKTbl.
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KommeHTapuu:

L-opuutun L-acmaprar (LOLA) - cTrabunbHas conb

OPHUTHMHA U aCIIAPATMHOBOI KVMCIIOTHI, IIPEJJOCTaBIACT

Ba)KHBIN CyO6CTpaT CMHTe3a JUIA IITyTaMUHA U MOYe-

BUHBI, OCHOBHBIX KOMIIOHEHTOB J€3aMUHIPOBAHIISI

amMuaka [107].

[IyraMMHCHHTeTa3Has! peaKiysa aKTUBU3UPYETCs
HOf fieiicTBIeM L-opHuTnHa- L-acrapTaTa He TONBKO
B IIEYEHII, HO U B MBIIIIIaX. Ba>KHBIM ABNACTCA U TO, YTO
acrmaprar BcTpausaeTcs B uki Kpebca, To ecTb yBenu-
YMBaeT CHHTEe3 MAKPOIPIOB I CHIDKAET 0O6pasoBaHue
MOJIOYHOT KIC/IOTBI, YTO, B CBOIO OUepefib, YMEHbIIAeT
[IPOHNIIAEMOCTDb reMaTodHIedannIeckoro 6apbepa
(I'SB) gna rokcnveckux Bemects. LOLA obmamaer
IBOJIHBIM MEXaHNM3MOM 3a CUeT BCTPaMBaHMA 00euxX
aMUHOKIICIOT B OPHUTHHOBBIN UK. Kpome Toro,
LOLA noBblIIaeT TOIEPaHTHOCTD K O€/IKY 1 o6/1ajjaet
aHA0OMNIeCKNM [eIICTBIEM, YBeIMINBACT JHEPTeTH-
4eCKMIf IIOTeHI[Ma/l KJIeTOK, YCI/INBAeT yTUIN3ALIIO
MOJIOYHOI KMCIOTHI [1].

Mexannsm perictBust LOLA 06ycnoBieH BXOJs-
MMM B €T0 COCTaB aMMHOKMCIOTaMI. B yacTHOCTH,
L-OpHNTIH MO>KeT OKa3bIBaTh CIefyomue 3G peKTsL:
o BKJIIOYAETCA B LMK/ MOYEBMHBI B KadecTBe CybcTpa-

Ta (Ha 9TaIle CMHTe3a UTPY/UINHA)

o SIBJIAETCS CTUMYIATOPOM Kapbamonndocdarcuu-
Terassl | (TepBoro gepmeHTa I1K/Ia MOYEBIHBI)

o SIBJISIETCS AKTMBATOPOM LIy TAMUHCHHTETA3HOI
peakuuy B IeUeHN ¥ MBIIIIAX, CHIDKAeT KOHIIeH-
TpaIyIo aMMHUaKa B I/Ta3Me KPOBU

o CIOCOGCTBYET HOPMA/IM3AL[UI KVMICTIOTHO-OCHOBHO-
rO paBHOBECHsI OPTAHM3MA

o CIOCOOCTBYET MPOAYKLMI MHCYIVHA VI COMATO-
TPOITHOTO FTOPMOHA

o yhyulraer 6eTKOBbBIN 0OMeH Ipu 3a60NM€BaHMAX,
TPeOYIOIMX HapeHTePaJTbHOrO IMTa A

Yro xacaercsa L-acnmapTara, TO CyLeCTBYIOT Clefy-

IOI[}e CBEfICHNS O erO CBOJICTBAX:

o BK/IIOYAeTCA B LMK/ MOYEBMHBI HA 9Talle CMHTEe3a
apTUHMHCYKIIMHATA

o ABNIAETCA CyOCTPATOM JI/ISA CMHTEe3a TTyTaMIHA

o y4YacTBYyeT B CBSI3BIBAHIM aMMHAaKa B IEePUBEHO3-
HOJT KPOBH, T€IIaTOLIMTAX, MO3Te, PYTUX TKaHAX

o CTMMYIMUPYET CHHTE3 IIyTaMIHA B MBILIIIAX I IIe-
PVBEHO3HBIX TeMATOLNTAX

o OKAa3bIBaeT CTUMY/IMpYIOIee IeiiCTBIE Ha HeaKTHB-
HbIe J/II IOPa’keHHble K/IETKI [eYeHN

o CTUMYIMPYET pereHepaluio, yrydIaeT SHepreTu-
JecKMe IIPOIeCChl B MOBPEKAeHHON TKAHN IeYeHN

e y4YacTBYeT B IIMKJIe TPUKAPOOHOBBIX KUCTIOT

o o0majjaer cl0COOHOCTHIO MPOHMKATH Yepe3 MeMbpa-
HBI KJIeTOK IIyTeM aKTHBHOIO TPaHCIIOPTa

o BHYTpU KJIeTK) YIaCTBYeT B IPOIeCCaX SHepreTnyie-
CKOr0o 06MeHa, TPOXOMALINX B MUTOXOH/PISX, 38 CIET
Jero IOBBILIAET SHEPreTUIecKoe OOecIede e TKaHI

o obmajjaer aHAOOIMYIECKMM JIeICTBMEM Ha MBIIIIIbI

Memb6paHoctabunusupyouuit 3¢pdext 06ycmos-
AUBaeT aHTMOKCUJAHTHOE JelicTBue L-opHUTMH-
L-acmaprara, 9T0T 3¢ ekt 0c060 3HaUUM IIPK XPO-
HIYeCKUX 3a00/IeBAHUAX II€YeH, B IEPBYIO OYepefb
a/IKOrobHOM aTronoruu [1].

[IposenenHblit MeTaaHanu3s 10 paHOMU3MPOBaH-
HBIX KIMHUYECKUX MCCIeRoBaHmil y 884 60TbHBIX
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[I0Kasas, 4To B cpaBHeHuu ¢ mrane6o LOLA okasbl-
BAaeTCs JOCTOBEPHO 6oree 9¢pPeKTUBHBIM O BO3[ENI-
CTBUIO Ha MeHTa/IbHBI cTaTyc 1pu 119 (RR 1.36 (95% CI
1.10-1.69), p = 0.005), B TOM 4MCJIe ¥ P BBIPaXKEHHOI
(RR:1.19,95% CI 0f 1.01-1.39, 06111251 9 peKTMBHOCT:
Z =2.14, p = 0.03) u npu muaumanbuoit (RR: 2.15
(1.48-3.14), p < 0.0001). Ynyu4iieHre KTMHNIECKOTO
COCTOAHMA COINPOBOXK/ANOCDH JOCTOBEPHBIM CHIKE-
HJIeM YPOBHA aMMMaka B kposu (MD: -17.50 pmol/l
(=27.73 to (-7.26)), p = 0,008), oFHAKO TeTEPOTEHHOCTD
Habmoennii ocnabeBana B KIMHUYECKUX UCCIENO-
BAaHUAX €BPOIEICKONM MOIY/IALMUN IPU KOTUYECTBE
MeHee yeM B 100 yyacTHUKOB. OpaibHble IpenapaThl
LOLA 6bi1u BecbMa 3¢ (PeKTUBHBI P T€YEHUN MU-
HuManbHoit 19 [108]. Kpome Toro, B 0THOM 113 paHee
HPOBE/IEHHDbIX KIMHUYECKNX UCCIIeJOBaHNIT Obla
nokasaHa ¢ exkTuBHOCTD npumMeHenuss LOLA ams
npodNIaKTUKU TIOBTOPHBIX 911307108 pasuruA 19,
IIpuMeHeHMe MOJIEKY/IBI B pexkuMe 18 r/cyTku nepo-
PaJIbHO B TedeHMe 6 MeCsAIeB ObI/IO CBA3HO He TONBKO
€O 3HaYMMO 60JIee HI3KIM IITAHCOM ITOBTOPHOTO BO3-
HUKHOBeHMA I19, HO U ¢ yIy4IllIeHneM ICUXOMETPH-
YeCKUX IT0Ka3aTesell ¥ CHUKeHUEeM YPOBHA aMMuaKa
kposu [109].

Taxum 06pa3oM, MeXaHU3M HeCTBIA L-opHUTHHA-
L- acrmapTaTa yKasblBaeT Ha Lje/IeCO0OPasHOCTb BKIIIO-
YeHNsA JAHHOTO Nperapara Kak /s jJedeHus 60b-
HBIX C TIEYeHOYHOI HeJJOCTaTOYHOCTDIO, 0COOEHHO
ocnoxxHeHHoI [19, Tak u AnA Tepanuyu manueHToB
C IOUMPPOTUYECKOI M HELMPPOTUIECKON TUIIEPaM-
MoHuemueii [1].

L-opuntuH- L-acnaprar Ba)KHO BK/IIOYaTb B Tepa-
IMIO Ha CaMbIX PAHHUX CTaMAX 3a00/IeBaHUII IICYEH.
Cpox eyeHns 3aBYICUT, B IIePBYIO 04€Pefib, OT COCTO-
SAHUA MALMEHTa U KIVMHIYeCKO KapTUHBI ¥ MOXKET
[PORO/IKATHCS B TeUeHMe AINTeIbHOTO BpeMenn [1].

IIpumenenne L-opunutnHa- L-acmaprara y 6071b-
HBIX IIeYeHOYHOJ1 HeJJOCTaTOYHOCTDI0 1 I19 ymyura-
eT QYHKI[MIO He TOJIBKO IelaTOIMTOB, HO 1 Hellpo-
HOB [110]. B moKIMHMYECKMX MO AX OBIIO IIOKa3aHO
nonoxurenbHoe BaussHue LOLA Ha MeTabonusm ro-
JIOBHOTO MO3Ta, IpnyeM 3P deKT 3aBuUCe OT FO3bI.

Demura S. u cOaBT. B IBOITHOM C/IETIOM II/1are6o-
KOHTPOIMPYeMOM UCC/IeOBAaHNI U3y4alu BIUAHNE
L-opHNUTHHA Ha IEPEHOCUMOCTDb BEIOTPEHNPOBOK,
CKOPOCTb MCTOIAEMOCTH ¥ MEeTab0NMN3M aMMUaKa BO
BpeMsA 1 1IOC/Ie TPEHUPOBKMU Y 3/J0POBLIX BOTOHTE-
pos. KoHIleHTpaIsa aMMuaKa B IJIa3Me Cpasy Iocye
u 4epe3 15 MUH IOC/IE JOTIOTHUTEIbHBIX HAaIPy30K
B rpymnmne L-opHUTMHA OBIT 3HAYUTEIBHO HIDKE, YeM
B rpymme mnamne6o. Takum o6pasoM, L-opHUTHH yBe-
JIMYUBAJ CIIOCOOHOCTH aMMuayHoro 6ydepa, Kak Bo
BpeMsi, TaK U [T0c/e TpeHnpoBku [111].

lematonpoTexTuBHbIe cBoVicTBa LOLA mokasaHbI
y MaIMeHTOB C XPOHMYECKIMI 3a00/IeBaHIIMIY ITede-
HU pas3nu4Hoit atronornu [112]. [laHHbBIe MHOTOIIEH-
TPOBOTO HEPAH/IOMU3VMPOBAHHOIO MPOCIEKTVBHOTO
KOTOPTHOTO UCCIEIOBaHM s, C yyacTueM 1167 nauuen-
TOB C XpPOHMYECKUMY 3a00/IeBaHMAMMY IIeYEH, B TOM
qycyie 648 60NbHBIX HEATKOTO/IbHBIM CTeaTOremaTh-
toM (HACT), npogeMoHcTpupoBanu 3GpdeKTUBHOCTD
u xopouny neperocumocts LOLA [73, 113, 114, 115].

HapacTaHne KOHIIEHTPAIlMM aMMMaKa BbIABIA-
eTcsA y OONMbHBIX C XPOHMYECKMMY 3a60IeBaHUAMMN
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Ta6nuua 4.
Pexumbl Tepanuu
C npUMeHeHem
LOLA

I'IpmmeHeHme L- OPHUTUHA — L- acnapTaTa B 3aBUCMMOCTU OT CTENEHU rMNnepaMMOHNneMnin

I'mnepamMMoHMeMus nerkas
(I cremenn)

LOLA 3,0-6,0 r (1-2 caure) 3 pasa B CyTKM 4 Hefie/u, IO OKOHYaHNM JIeYeHN A KOH-
Tponb Tecta A3y uncen (TCYU) u ypoBHA aMMMaKa B KpOBI

I'MnepaMMOHUEMMS CpefHsIs
(IT crenenn)

LOLA 3,0-6,0 r (1-2 camie) 3 pasa B CyTKM [0 3-X MeCAIieB, B IIpoliecce IeYeHUA I 110
€ro OKOH4YaHUn -KOHTPOTII) TeCTa CBA3UM YUCEI U ypOBHﬂ aMMMakKa B KPOBI/I

I'MnepaMMOHMEMUS TsDKeast
(III cremenn)

LOLA 10,0-40,0 rp. (20,0-80,0) M1 Ha 400,0 M1 HpM31MOTOrNIECKOrO PaCTBOPA HATPUA
XJIOpUJa B/B Kalle/IbHO MeJI/IEHHO eXXe[JHEBHO [I0 KyNIMPOBAHMA KIMHUYECKUX CUM-
IITOMOB ¥ CHV)KEHUA YPOBHA aMMuUaka B KpoBH, fanee 3,0-6,0 r (1-2 carue) 3 pasa

B CYTKM CPOKOM 10 3—-6 MecsIeB (Ipy HeOOXOUMOCTH — JONbIIIe); B IPOIiecce ede-
HUA Y 10 €r0 OKOHYAHUN — KOHTPOJIb TeCTa CBA3M YMCeNI ¥ YPOBHA aMMMaKa B KPOBU

MNpumeHeHne L - opHutuHa — L - acnapTaTa B 3aBMCUMOCTY OT Ho3onoruum [71, 86, 109, 113, 121-124]

HouuppoTudeckue cra-

nuu 3a60/1eBaHNI TI€YEeHU
(cTeaTo3bl 1 CTEaTOTeIaTUThI
Ppas3nuYHOro reHesa)

HeankoronpHasi )uposas 601e3Hb redeHu (B TOM 4MC/Ie B KOMIUIEKCHOI TepaInm):

o LOLA 9 r nepopanbHo (3 caue) He MeHee 4 Hefle/b — KyIIMPOBaHMe CUHAPOMa
LUTONU3A

o LOLA 9 r mepopainbHo (3 calire) He MeHee 4 Hele/lb — HOPMa/IN3al1sa KOTHUTUBHOTO
cTaryca (IIpy HaIM4My TUIIepaMMOHUEMIN)

AnkoronbHas 60/e3Hb IIe4eHN (B TOM YMC/Ie B KOMIUIEKCHO Tepanmn):

o LOLA 1-5 cytku 20 r/c B/B KaIenbHO (4 aMIyIbl), 6-21 CyTKu — IepopanbHo 9 /c -
HOpMa/u3anus 610XMMIYeCKUX [I0Ka3aTeell, CHUKeHIe aCTEHUHN U YTy dIleHIe
HapyLIeHHbIX Ha (OHe IMIIepaMMOHMEMUY KOTHUTUBHBIX QYHKIINIT

JlekapcTBEHHOE OPaykeHMe
nevyenn (Ha poHe rumepam-
MOHMEMUN)

o LOLA no 20 r/c B/B kamnensb (4 ammysnsr) 14 cyTok, ganee nepopanpHo 9 r/c (3 caure) ot
2 110 4 Hefie/Ib — HOpMaIU3aL Vsl OMOXMMIUYECKIUX [TOKa3aTelell, CHIDKeHe aCTeHII
U yJIy4lleH)e HapyIIeHHBIX Ha (OHe TMIIePaMMOHEMIN KOTHUTUBHbBIX QYHKLINIT

Ha craguu IIT

ITpn I19:

o Ckpbitas ¢popma: LOLA 9-18 r/c nepopanbHo (5o 6 cailie) 3 Mecslia — yaydIleHne MoKa-
3areIeil IICUXOMEeTPIYECKIX TeCTOB, OTCYTCTBIE IIPOrPeCCMPOBaHA B ABHYI0 popmy I19

o ABHas popma: LOLA 20-40 r/c B/B KamnenpHO (0 8 aMIIy/I B CyTKH), [jajlee IIePeXoy, Ha

nepopanpHbli mpuem 9-18 r/c (o 6 caie) o 3 MecsAILleB — perpecc HeBPOIOTMYECKO

CUMIITOMAaTUKN

o IIpodunakruka pasputys I19 (Ha GpoHe IpeALIeCTBYIOMNX SIIM30/J0B U IePCH-
crupyiouieit runepammonnemun): LOLA 18 r/c mepopanbHo (10 6 calite B CyTKu)
110 6 MecCsALeB— CHIDKeHMe YaCTOThI penuuBoB 119 (oTcycTBIE HEBPOIOTMYECKON
CYMITOMAaTUKM, HOPMa/IbHbIe 3HAYEHV A IICUXOMETPUYECKUX TECTOB)

o Capkonenus (Ha GpoHe IepCUCTUPYIOLell TUIIepaMMOHMEMIM): 9 I/CYyTKY He MeHee
3 MecsIeB B JOIIOTHEHNN K 6a3MCHOI Tepanny

negenn (X3IT) yrxe Ha fouuppoTyeckor craguu [115].
B uccnenoBaHuy ¢ yyactueM GOJIbHBIX C HEAJTKOTOJIb-
HOI )KMPOBOII 60/Ie3HbI0 MeYeHN IIOKa3aHO, YTO Ha
¢done npumeHeHus L-opanTuH- L-acaprara MCXOZHO
uMeBIIasacs Ha 0-1 cragun ¢pubposa rumepaMMOHN-
eMIA CYLeCTBEHHO CHU3U/IACh U COTPOBOXanach
yAydlleHneM OOIIero COCTOAHNA U T1ab0paTOPHBIX
IOKa3aTereit.

L-opuurtun- L-acmaprar ymaydinan mokasatenn
BHYTPUIIEY€HOYHOTO KPOBOTOKA Y MAIIMIEHTOB C pas3-
JAMYHBIMU TUIAMM HapyHIeHUI HOPTONeYeHOYHOI]
remoguHaMuku [73].

CornmacHo TekymuM flanHbIM, LOLA ynyuman
MOPTONEYEHOUYHYI0 TeMOIMHAMMIKY Y MaI[JIeHTOB
¢ HAJKBIT/MAJKBII 3a cyeT ynydunieHns aMIIn-
TyAbI 1 GOPMBI peoTrpaMM, CHIDKeHUs 6a30BOro co-
nporusneHus [102, 116]. B fanHOM cny4ae Takoi
MeXaHU3M JeiiCTBUA IIperapaTa MOXXHO OObACHUTD
CHIDKEHMEM yPOBHS aMMUaKa C MOC/eyoliel Jeak-
tusanuelt 3KI1 n ymeHbIIeHVIEM NX KOHTPAKTVIBHO-
ctu [102]. Kpome Toro, LOLA ynyu4maeT GpyHKIINIO
9HJIOTENNA U, COOTBETCTBEHHO, IeYEHOUHYI0 M-
KPOLUMPKYAIMIO 32 CUET YBENTMYEHUA TPOAYKIUN
apTrUMHMHA, ABIAIOIIETOCSA JOHATOPOM OKCHJIa a30Ta
[117, 118].

Jlewenmne 289 manmentoB HACT ¢ ucronb3oBanmeMm
LOLA Ha npoTs)XeHUU TpexX MecsleB Ha pOHe XOPo-
IIeil IePEeHOCUMOCTH U BBICOKOTO KOMIIIA€HCa 60/Ib-
HBIX CIIOCOOCTBOBAIO CHIDKEHNUIO YPOBHEIT aMMIaKa,
KOPPENMpYoIINUM C yMEHbIIEHNEM COCYUCTBIX Ha-
pyLEeHNit CTaTUCTUYECKN 3HAYMMOMY YIy4dLIEHNIO

K/IMHUKO-OMOXMMIYECKUX [TOKa3aTenell 1 KadecTBa
sxmsuu [100].

Kpome Toro, L-opanTus- L-acmaprar cHu>kaeT
aMMHaK B KPOBM U 3a CYeT 3TOTO, BEPOATHO, IIPO-
MCXONUT AeaKTUBALMs 3Be3J4aThIX KI€TOK IIe€YeH,
CHIDKEHNE X KOHTPAaKTU/IBHOCTYU U YIydIIeHue I1e-
YEHOYHOT'0 KPOBOTOKA U 3aMejisaeTcs GpubporeHes.
Bnusinne LOLA Ha nporjeccer pubpo3sa medeHu 66110
MIPOJeMOHCTPUPOBAHO KJIMHNYECKI B OFHOM I3 paHee
NpUBeILeHHbIX UCCIelOBAHNII, KOTAA IpUMeHeHIe
LOLA B o3e 9 r/c B TeueH1e 8 Hefenb ObIIO CBA3AHO
CO CHIDKeHMeM YpOoBHs ¢pubposa 1 cTeaTosa medyeHn
y marmenTos ¢ MAJKBIT [104].

ITpnem LOLA mpefoTBpaliaeT JOpoKHO- TPAaHC-
TIOPTHBIE HAPYIIEHN A y BOAUTENEN C XPOHNIECKIM Te-
maruToM C 1 MUHMMAaIbHBIM Gubposom mevenn [119].
3roT 3¢ ekt ObIT HIPOLEMOHCTPUPOBAH B UCCIIENO-
Bauun «CMAPT-PAJIAP», rie mameHThI C JaHHBIMI
3a60/IeBaHMAMH, A TAK)XKe ¢ MMHMUMaNbHOI 119 momy-
ganu LOLA B mose 12 r/cyT Kakzible 2 MecsAIa C Io-
CJIeYIOIIMM IIePEepPhIBOM B 2 MecAna. [IIuTenbHOCTh
uccneoBannusa cocrapuia 12 mecsaues. B pesynbrare
NIpOBe/IeHHOJ Tepanuiy y MalMeHTOB yIydIlnaach
KOHI[eHTpalus BHUMAaHNsA NIPYU YIIPaBIeHUN TPaHC-
TIOPTHBIMM CPeICTBAMU — JOCTOBEPHO YMEHBIINIACh
vyacrota Hapymennit [I]1]] n Bpems BormonHeHns TCY.
Kpome TOro, 0TME4anoch CHMKeHMe yPOBHSA aMMMaKa
B Kposu [9].

Koppexiusa runepammonnemuu ¢ nomoibio LOLA
noTeHuupyet a¢pdexrs anbda-6era-agpeHobmoka-
Topa KapBefuoaa y 60IbHBIX ¢ HELOCTATOYHOCTHIO
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KPOBOOOpaIeHNs Y 60TIbHBIX C A/IKOTO/IBHOI GO/IE3HBI0
nevenn [120]. Kpome Toro, ncrnonpsosanue LOLA y ma-
LIMEHTOB C IIOCTOSIHHOIT popmoit pubpunnanum npep-
cepyuii 6BIIO CBA3aHO CO CHYDKEHVIEM PaHee IOBbILIeH-
HOTO YPOBH:A aMMNIAaKa, a TAKXKE Perpeccy MpusHaKoB
aCTeHMM U yIyJIIeHUIO AKTMBHOTO BHUMAHMA [69].

MonoxeHune 12
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[Tokasanusamu x npumenennio LOLA aBnsioTcs:

o Ocrpble 1 XpoHMYeCcKye 3a00eBaHMA TI€YEHH, CO-
MPOBOXK/JAIONITNECS TUTIepAMMOHUEMeT;

o IleyeHouHas sHuedanonaTaA (TaTeHTHasA U BbI-
pajkeHHas);

o CreaTo3bl 11 CT€ATOTeNMaTUThI (Pa3INIHOTO reHe3a).

BHe 3aBMCMMOCTN OT CTeNeHmn TAXKeCTn runepaMMoHuemMmu, eé Koppekumsa AomKHa 6bITb HanpasJieHa Ha nevyeHne

OCHOBHOrO 3a60/1eBaHNA.

MaumeHTam C KNMMHWUYECKN 3HAYMMON rMNepaMMOHEMIUEN PaLMOHanbHO MoAUGMLINPOBATb ANETY (OrpaHnuyeHmne

XKNBOTHOIO N AOCTAaTOYHbIM KOJINYECTBOM PACTUTENbHOIO 6enKa) N CTUNb XXU3HN (orpaHVlueHme (I)I/I3I/ILIECKI/IX Harpy30K).

Mo noka3aHMAM BO3MOXHO, B TOM YMCJIe B JONOSHEHUN K 6a3UCHON Tepanuu, HasHavyeHne KNLWevyHbIX HeBCacbiBa-

IOLMXCA aHTUOMOTUKOB (pUdaKCMMUH), Npe- (NakTynosa) 1 Npo6UOTNKOB.

KommeHTapun:

CoBpeMeHHbIe METOMIBI JIeYeH VST TUIIEPAMMOHEM U
Halle/lleHbl Ha YMeHbIIIeHe aMMOHMareHesa, abcop6-
LU0 aMMJaKa B )Ke/MTyJOYHO- KMIIEYHOM TPaKTe, aK-
TUBALUIO YIa/leH) sl AMMIaKa yTeM aKTUBMPOBAHNU A
ypeareHesa IIyTeM JIeI€HsI OCHOBHOTO 3a60/IeBaHNS
wn fo6aB/IeHIeM IIPOMEKY TOYHBIX IPOSYKTOB I{UK-
Jla MOYEBMHBI U CUHTEe3a I/IIoTaMuHa [125].

UpesmepHOe OrpaHIyeHIe Oeka MOYKeT YBEINIUTD
YPOBEHb aMMHUaKa B CHIBOPOTKE KPOBM B pe3y/nbTare
aKTMBAIMM MbIlIeYHOro Karabonuama. Kpome toro,
orpaHmdeHne noTpebneHns 6enka yxyjiaer HY-
TPUTUBHBIN CTATyC (CTUMYIUpPYeT KaTabommsm cob-
CTBEHHBIX O€/IKOB), YTO CKa3bIBAETCS OTPULIATETHHO
Ha caMOYyBCTBIUY HareHToB ¢ I19 [126]. ¥ maunenTos
C ycTaHOB/IeHHBIM Avarsoszom III, MUHMMAaTbHBII
e)XXeJHEeBHBII [UeTUIeCKIIl YPOBEHDb NOTpebIeH s
6e1Ka, HEOOXOMMBIIL /1A IO e P>KAHNA a30TUCTOTO
6amanca 0,8-1,0 r/kr Beca [127]. [TosToMy B HacTosA1LIee
BpeMsl psAJl peKOMEH/JALNI BBOJST HOPMOIIPOTENHO-
BYyI0 [UeTy manyueHTaM ¢ I19, manuenram, KOTOpble
He [IePEHOCSAT HOPMaJIbHbII PACTUTENbHBII O€/I0K, Ha
3aMeHy ero KMBOTHBIM GekoMm [128, 129, 130].

OCHOBHas 1e/Ib Ha3HaYeHUs AaHTUOMOTUKOB OOIb-
HBIM C ruIepaMMoHuemuent u 119 3akmovyaercs B mo-
TaBJIEHUN YPeasonpoAyLUpPYIOIeil KUIIEYHO! MU-
Kpodophl.

[TonoxurenbHOe BiusiHue pudakcuMmHa- aabda Ha
JIe4eHe TUTIepaMMOHMEMIH [IOKa3aHO B HECKOIbKUX
KIMHUYECKUX uccnenoBanmax [131, 132, 133].

PudakcuMuH~- HEBCACHIBAIOLIUIICA aHTUOMOTUK
[IMPOKOTO CIIEKTPA AECTBIS, AKTUBEH B OTHOILEH NI
6O/BIIMHCTBA TPAMIIOIOKUTENBHBIX U TPAMOTPULIA-
TeJIbHBIX KaK a9POOHBIX, TAK 11 aHA9POOHBIX OaKTePUIL.

IIpernapat MpakTUYeCK) He BCAChIBACTCS B JKeNMy-
mouyHo- kuuregHoM Tpakte OKKT), mpu nepopanbHoM
Ip1eMe HaTOlIllaK, B KpOBY OOHapy>KMBaeTcsA He bonee
1% oT npMHATO HO3bI.

MuHuManIbHOE BCachlBaHME [EMICTBYIOIETO Belle-
CTBa B I/Ia3My KPOBU CHIDKAET PUCK BOSHUKHOBEHMUS
CUCTEMHBIX TOO6OYHBIX 3¢ PeKTOB, BHEKMIIEYHbIX
JIeKapCTBEHHBIX B3aMMOJENCTBUIL C JPYTUMU IIperna-
paTaMu, y IalJeHTOB ¢ 3a60/IeBaHSIMIL IIeYeHN HeT
HEOOXOAMMOCTY B KOPPEKL[UU O3BI.

OddexTuBHOCTD MpuMeHeHMsT prudAKCUMUHA IPU
stedeHnu [19 6bly1a 60s1ee BBICOKOIL, Y€M MCII0/Ib30Ba-
HIIe HeBCACBhIBAIOIMXCS AycaxapuioB. ViccmenoBanus,
BbINTONTHEHHbIe B cooTBeTcTBUM ¢ Good Clinical

Practice (Hapgnmexxamas ki1nMHn4ecKas MpaKTHUKa,
T'OCTP 52379-2005), noATBEPXKAAIOT, 4TO pudak-
CUMUH- anbda MoxeT ObITb 9 PeKTUBHee TaKTYIO-
3bl y psapa nangueHTtos ¢ 19 I-IIT craguit [134, 135,
136]. PexoMeHiyeMast exKeJjHEBHAA 03a B3POC/IBIM
1200 Mr/cyT, KaK IpaBUIO, Pa3fensaeTcs Ha TP IIpue-
Ma B TedeHne 7-10 CyToK, IOBTOpeHMe TaKUX KYPCOB
IOJKHO OBITH eXXKeMeCAYHO Ha IPOT>KEHUY ITUTeNb-
HOTO BpeMEeH, I[PV HeOOXOAMMOCTY IIOCTOSIHHO [137].

BBIZIO TOKa3aHO IONOKNUTENIbHOE JeiiCTBIE Ipe-
mapara Kak Ha ypoBeHb aMMOHIA B KPOBM, TaK U Ha
TUMHAMUKY KIMHNYeCKUX npoasnenui [19. B page
UICC/IelOBAHNUII TIOKa3aHO YMEHDILIEHe YIC/Ia TOCIN-
tanusaunit Ha poHe npuema pudakcummHa-anbda
y HaLlMEHTOB C pelMAMBUPYIOLIell 9HIledamomaTIe
[138-141].

ITprmMeHeHMe TPOOUOTUKOB O3BOJIAET KOHKY PEHT-
HO BBITECHATD yPeasoNnpoAyLpyIollie IIaTOTeHHbIe
6akTepuu B KMIIEYHMKe. PesynbTaThl uccmefoBanmit
0 OLieHKe BAMSHNA NpobroTnkoB Ha [19 [142, 143]
IOKa3aln, 9TO IPOOMOTUKM YMEHbIIAIOT IPOHMIIAe-
MOCTb KJMIIEYHMKA 1 CeKpellnio 6aKTepuaabHOI ype-
a3pl, yBEIMYMBAIOT BBIJIe/ICHVIe aMMMaKa U Ty dIIaioT
MeTaboMMYeCKMIl ITOTEHIIMA STIIUTEe/INA KUIIeYHNKa,
UTPAIOT POJIb B CHYDKEHUY KOHIIEHTPAL[MM aMMMaKa
B IIOPTa/lIbHOI KPOBM, IOCKONBKY UHTUOUPYIOT 6aK-
TepPUaIbHYI0 YPeasHYI0 aKTUBHOCTb.

ITocKOMbKy GOMBIIMHCTBO IPOOMOTUKOB IIPOSYIN-
PYIOT KMCIIOTBI, KOTOPbIe CHIDKAIOT pH B KMIIeuHMKe,
abcopbuusa amMmaka yMenbiaercs [144]. Kpome Toro,
IPOOBMOTIKY CIIOCOOCTBYIOT YMEHBUICHNIO BOCIIAIIE-
HIISI ¥ OKMC/IUTEIBHOTO CTPeCca B KIeTKaX MeYeH, YTO
IPUBOAUT K yBeTMYEHNIO TIeYeHOYHOT O KIMPeHCca aM-
MJaKa ¥ YMeHbIICHUIO IOIIOLeH N APYTUX TOKCHHOB.

B MeTa-aHanmuse 21 paHJOMM3MPOBAHHOTO K/IMHU-
YECKOIo MCCIeOBaHmu ¢ yyactueM 1420 nauyueHToB
¢ I19 moka3aHo, YTO IPOOMOTUKY YMEHBIIAIOT K/IHMN-
yeckye nposABaeHn: [19, HOBbIIIAI0OT Ka4eCTBO XU3HU
HALMEHTOB U CIIOCOOCTBYIOT CHIDKEHMIO KOHIIEHTPa-
ILIMI0 aMMJaKa B II/Ta3Me, HO He BIMAIOT Ha TOKa3aTe/b
cMepTHOCTH [145].

ITepopabHBII IpUEM HITAMMOB IIPOOMOTIKOB BUfIA
Lactobacillus cHu»XaeT ypoBeHb aMMUaKa B KPOBU
y manuenros ¢ IITT [146].

VccrmemoBaHus mokasajanu, 4TO IITAMM OaKTe-
puit Lactobacillus acidophilus moguguuupyer Ku-
meyHyo GIOpY, yIydllaeT KOTHUTUBHBIE GYHKIMU
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y manuenTos ¢ LII1, a mramm Enterococcus faecium
SF68 noBbliiIaeT TOIEPAHTHOCTH K O€/IKOBOIT HATPY3Ke,
CIIOCOOCTBYeT NOCTVKEHUIO O0Jlee HU3KOTO YPOB-
HA aMMHUaKa U yIy4IlaeT ICUXNIeCKoe COCTOAHIME
U TICXOMeTpHUYeCKue TToKa3aTeny Mpy JIUTeTbHOM
nevennu maryedToB ¢ [T n [13 1-2 crenenn [147, 148].

BBICOKOKOHLIEHTPUPOBaHHBlE KOMOMHALINK
npobuornyeckux uramMmoB (Bifi dobacterium sp.,
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