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Pe3iome

Beseodenue. HeoHatanbHas ruriepaMMOHUEMUSI — 9TO COCTOSIHUE, OOYCIOBJAEHHOE MOBBILIEHHBIM COJIEP>)KaHUEM aMMHUaKa B KDOBU
HOBOPOXJIEHHOI'0 KaK BCJIEICTBUE HEKOTOPBIX HACIEACTBEHHbIX 00JIe3HEN 0OMeHa, TaK U BO3HUKalolllee Ha (POoHe TsKeoi rmaro-
JIOTUU MepUuHaTajbHOro repuonaa. [long TepMrHOM «HEOHaATaIbHAsI TUTIEPAMMOHUEM U SI» TTOHUMAIOT MOBbIIIEHUE KOHLEHTPallu 1
amMMuaka B CbIBOPOTKe KpOBHU cBbIIie 100 MKMOJIb/JT TSI JOHOIIEHHBIX MJIafeHIIeB 1 6osiee 150 MKMOJIb/JT TSI HETOHOIIIEHHBIX.
KputndeckuM cunTaeTcst ypoBeHb, peBblmaomuit 360 MKkMoab/1 (600 MKT/IJT), TOCKOJIBKY OH aCCOIIMMPOBAH C BHICOKUM PUCKOM
HEoOpaTUMBbIX U3MEHEHU 1 CO CTOPOHBI FTOJIOBHOTO MO3Ta, MeYeHU, MoYeK, APYTUX OPraHOB U CUCTEM U TpedyeT 6e30TarateibHoro
MPUMEHEHHU I METOIOB dKCTPAKOPINOPaJbHOM AeTOKCUKALIUU. [IDOHMKHYB B LIEHTPaJbHYIO HEPBHYIO CUCTEMY, aMMMaK 3aIlycKaeT
KacKaJl MaToJOrMYeCKUX peaKIlnii, KJII0UeBO N3 KOTOPBIX sIBJIsIETCS U30BITOUHOE 0Opa3oBaHue IyTaMKMHA B KJIETKaX aCTPOTJIUU.
AKTYaJIbHOCTb TPOOJIeMbl HEOHATAJbHOIN TMIIEpaMMOHUEMU U 00YCIOBJIEHA HE TOJbKO €€ XKM3HEYTPOXKAIOIIUM XapaKTEePOM, CJIOXK-
HOCTbIO CBOEBPEMEHHOM TMArHOCTUKY BCJAEACTBUE HECTIEIMMDUUHOCTU KJIMHUYECKUX TPOSIBJIEHU I, HO U BHICOKMM PUCKOM pa3BU-
TUS MOJIMOPTaHHOI HEJOCTATOYHOCTH U JIETAJbHOTO UCXO/a MPU HECBOEBPEMEHHOI KOpPEeKIIMY runepaMMoHueMuu. HeszaBucumo
OT MPUYMHBI HEOHATaJbHAs TUMIEPAMMOHUEM U SI MOXET CTaTh K M3HEYI'POXKaIOIel U MPUBECTU K HEOOPATUMOMY MOPaXKEHU IO KJIETOK
LIEHTPaJIbHOI HEPBHOI CUCTEMBI, MIEYEHHU U IPYTUX OPTaHOB.

Pesyasomamui. B HacTosilieM 0630pe MPOBEeH aHAJIU3 COBPEMEHHbBIX MPEACTaBICHU I 00 3THOINAaTOreHe3e HeOHaTa IbHOM runepam-
MOHMEMWU, BKJIIOYAsI MEXaHU3Mbl HEUPO- U IUTOTOKCUYHOCTHU, KJIaCCU(DUKALIUIO ITUOJOTUYECKUX (DAaKTOPOB U KJIMHUUYECKYIO
ceMuoTuky. Ocoboe BHUMaHUe yaeseHo nuddepeHnaibHO-1MarHOCTUYeCKOMY aJITOPUTMY, O3BOJISIOIIEMY pa3TpaHUYUTh MEP-
BUYHbBIE 1e(EKThI LIMKJIa MOYEBUHBI, OPraHWYECKUE allUAEMUU U TPAH3UTOPHbBIE COCTOSIHUS. JleTalbHO paCCMOTPEHbI TPOTOKOJIbI
WHTEHCUBHOI Tepanuu, BKJItoUas (papMaKoJornyeckre MeTOIbl CBSI3bIBAHM S aMMHUaKa, MOKa3aHU sl K 9KCTPaKOPHopaabHOM e TOK-
CHKalMU U I0JITOCPOUYHYIO CTPATErnio BeAeHU S MalueHToB. [loguepKkuBaeTcs, 4TO UCXO/ 3a00JIeBaHU Sl HATIPSIMYIO OIpeieisieTcs
CBOEBPEMEHHOCTbIO JUATHOCTUKM U HE3aMEJIMTEIbHbIM HayaJIOM MaTOreHeTUYECKOM Tepanuu.

KaroueBbie ciioBa: rurnepaMMOHUEMHU ST, HOBOPOXKIEHHbIE, 1e(EeKThI LIMKJIa MOYEBUHbBI, OPTaHUUYECKHUE alluIEMUU, HAaTpUsI OeH30aT,
HaTpus peHuaaleTar, KapriyMoBasi KUCJIOTa, FTeMOIMaIN3, HEOHATAJIbHbI CKPUHUHT
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Abstract

Background. Neonatal hyperammonemia is a condition caused by an increased content of ammonia in the blood of a newborn, both as a
result of certain hereditary metabolic diseases and occurring against the background of severe pathology of the perinatal period. Neonatal
hyperammonemia is defined as serum ammonia concentration exceeding 100 umol/L for full-term infants and exceeding 150 umol/L
for preterm infants. A level exceeding 360 umol/L (600 micrograms per deciliter (mcg/dL)) is considered a critical threshold, which is
associated with a high risk of irreversible changes in the brain, liver, kidneys and other organ systems, and requires immediate initiation
of extracorporeal detoxification methods. Upon entering the central nervous system, ammonia triggers a cascade of pathological reac-
tions. The pivotal event in this case will be the overproduction of glutamine in astroglia. The relevance of neonatal hyperammonemia is
underscored not only by its life-threatening nature and by the complexity of timely diagnosis due to the non-specific clinical presenta-
tion, but also by a significant risk of multiple organ failure and fatal outcome in the case of the delayed correction of hyperammonemia.
Regardless of the cause, neonatal hyperammonemia can become life-threatening and lead to irreversible damage to cells of the central
nervous system, liver and other organs.

Results. This review analyzes the current understanding of the etiopathogenesis of neonatal hyperammonemia, including the mechanisms of
neuro- and cytotoxicity, the classification of etiological factors, and clinical semiotics. Special attention is paid to the differential diagnostic
algorithm, which makes it possible to distinguish between primary defects of the urea cycle, organic acidemia and transient conditions.
Intensive care protocols, including pharmacological methods of ammonia binding, indications for extracorporeal detoxification, and a
long-term patient management strategy are considered in detail. It is emphasized that the outcome of the disease is directly determined
by the timeliness of diagnosis and the immediate initiation of pathogenetic therapy.

Keywords: hyperammonemia, newborns, urea cycle defects, organic acidemia, sodium benzoate, sodium phenyl acetate, carbolic acid,
hemodialysis, neonatal screening
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MMMUaK MpeacTaBisseT cO00i BHICOKOTOKCHYHBIIA

a30TcoaepXalluii MeTabosuT, 06pas3yoIIniics mpe-

MMYIIECTBEHHO B Ipoliecce KaTaboaru3Ma 6eJKOB

M aMUHOKHUCJIOT. B pusmnonornvyeckumx ycioBusix ero
NETOKCHKAIMsI OCYIIECTBIISIETCS B FeMaTOIMTaX MOCPEACTBOM
OPHUTUHOBOTO IMKJIa (LIMKJIa MOYEBUHOOOPAa30BaHMU ), OMHAKO
y IeTeil MepBbIX THE XXU3HU, 0COOEHHO POXIEHHBIX TPEXKICB-
peMeHHO, GYHKIIMOHAIbHAST aKTUBHOCTh PEPMEHTHBIX CUCTEM
3TOU MeTaboJIMUYEeCKOM 1IeM1 HEPEIKO OKa3blBAETCS CHUXEH-
Hoii [1, 2]. [Tox TepMUHOM «HEeOHaTaJibHasl TUTIEPAaMMOHUE-
must» (HT'A) mnoHMMaloT MoBbILIEHWE KOHIIEHTpAallu aMMHUaKa
B CBIBOPOTKE KpoBU O6osiee 100 MKMOJIb/JT 1151 JOHOILIEHHbIX
u 6oJee 150 MKMOJIb/I 171 HEAOHOIEHHbIX. KpuTHuueckum cum-
TaeTcsl ypoBeHb, MpeBbimarimiit 360 MKkMoJb/1 (600 MKT/171),
MMOCKOJIbKY OH aCCOIIMMPOBAH C BLICOKUM PUCKOM HeOoOpaTu-
MBIX U3MEHEHU A CO CTOPOHBI TOJIOBHOTO MO3Ta, MeYeH U, MOYeK,
JIPYTUX OPTaHOB U CUCTEM U TpebyeT 6e30TaaraTeibHOro mpu-
MEHEHHU I METOJIOB AKCTPAaKOPIIOpaJibHOM AeTOKCUKaLuu |3, 4].
AkTyanbHOCTh MpobieMbl HI'A 00yciioBieHa He TOBKO €€ XU3-
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HEYTPOXAIIIUM XapaKTEPOM, CJIOKHOCThIO CBOEBPEMEHHOM
NUAaTHOCTUKM BCJIEACTBUE HECTTEIMMUIHOCTH KIMHUISCKUX
MPOSIBIEHU 1, HO ¥ BBICOKMM PUCKOM Pa3BUTU S MOJMOPraHHON
HEIOCTaTOYHOCTH U JIETAJIbHOTO MCXO/a MPU HECBOEBPEMEHHOM
KOPPEKIIMY TUTIepaMMOHUEMUH.

Llenbio HacTos1IETO 0630pa ObIJIO 0000IIEHEe COBPEMEHHBIX
MpeacTaBieHU it 00 daTHONaTOreHeTuYecKX MexaHusmax HTA,
cHUCTeMaTu3allMy KJIMHUKO-TabopaTOPHBIX KPUTEPUEB THATHO-
CTUKU U aHaJIn3e 3(pPEeKTUBHOCTU pa3JIMIHbBIX TepaneBTUIe-
CKUX ITOJIXOIOB C aKIIEHTOM Ha MPOoMUIAKTUKY HEBPOJIOTUUESCKUX
OCJIOXKHEHUH.

NATO®U3UONOTMYECKUE MEXAHU3MbI
HEAPOTOKCUUYHOCTU AMMMAKA

B KpoBEHOCHOM pycJjie aMMUaK IPUCYTCTBYET B IBYX hopMax:
MOHU3MPOBAHHON (NH4+) 1 HeoHu3upoBaHHoi (NH;). ITpu
dusnonornyeckrx 3HaueHUsIX pH ocHOBHasTI Macca aMMuaka
(6omee 98%) HaxOAUTCS B BUE MOHA aMMOHM S, OMHAKO UMEHHO
HEeMOHM3MPOBaHHas Gpakiiusi, obiagaomast JTunoduIbHBIMU
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CBOICTBaMH, ClIOCOGOHA GeCpensITCTBEHHO MTPOHMKATh Yepe3
remMarosHuedannueckuii 6apnep [1, 5]. [I[pOHUKHYB B LIEHTpab-
Hy10 HepBHYI0 cucteMy (LIHC), amMuak 3amyckaeT kackaj naTo-
JIOTMYECKUX PeaKInil, KJII0YeBOI N3 KOTOPBIX SIBJISIETCS] N30bI-
TOYHOE 00pa3oBaHUe IyTaMUHA B KJIeTKaX aCTPOTJIUH.
®epMeHT IIYyTAMUHCUHTETAa3a, JJOKaJIU30BaHHBI MpenMy-
IIECTBEHHO B aCTPOIIMTAX, KaTaIU3MPyeT peaKInIio CBsI3bIBa-
HUS TJyTaMaTa ¢ aMMUaKoM, TIPOAYKTOM KOTOPOWA sIBJIsIETCS
rayTamMmuH. HakonjieHue JaHHOTO COeMHEH s, o0anao-
1Iero BhIPa’keHHON OCMOTUYECKOM aKTUBHOCTHIO, TPUBOIMUT
K HabyXaHMIO aCTPOIMTOB, (HOPMUPOBAHUIO IIUTOTOKCHIECKOTO
oTeKa MO3TOBOI TKaHU U POCTY BHYTPUUYEPEITHOTO TaBJICHM I
[1, 6]. B xauecTBe TOMOJHUTENBHBIX (PAKTOPOB, YCYTyOJsTI0-
LM X TTOBPeXIeHUEe HEMPOHOB, BHICTYITAIOT YTHETEHHE KITIO-
YeBBIX (PEPMEHTOB IIMKJIa TPUKAPOOHOBBIX KUCIOT (B YaCTHO-
CTU, Q-KeTOTJyTapaTaeruaporeHasnbl), iucbalaHc B CUCTEME
HelipoMeanaTopoB (HapyllleHUe COOTHOIIeHU s riyTaMara
Y TaMMa-aMHUHOMACJISTHOM KUCJIOThI) M aKTHBALIMsI TTPOIECCOB
okcuaaTuBHoro crpecca |7, 8]. Kak ciaenyer u3 pe3yibTaToB
COBPEMEHHBIX MCCEeIOBAaHN I, HEMHPOTOKCUIHOCTh aMMMaKa
HOCHUT MYJbTU(hAKTOPHBIN XapaKTep U UMEHHO KOMITJIEKCHOCTh
MOBPEXAAIONIMX BO3IEHCTBU M OOBSICHSIET TSIXKECTh HEBPOJIOT M-
YeCcKUX UCcXonoB npu MaHudecTHbIX hopmax HI'A [9].

STUOAOITMUYECKAA KAACCUDPUKALIUA HIA

B coBpemMeHHOI1 HayuHOI1 TUTepaType MPUHSTO BbIAEASTh TPU
OCHOBHBIE TPYIIITHI TPUYMH, TPUBOASIINX K pa3BuTHio HI'A: mipe-
Xonsiue (TpaH3UTOPHbIE) HAPYIIEH WS, HACTEACTBEHHO 00yCI0B-
JIEHHbIe e eKThI (MEPBUYHbBIE U BTOPUYHBIE) U TPUOOPETEHHBIE
coctosiHus [2, 10].

TpaH3uTopHas runepaMMoHueMusi HoBopoxaeHHbIX (TTH)
MpeacTaBsieT Co00l BpeMEHHOE HapyllIeH e MPolieccoB 00e3-
BPEXUMBAHUS aMMUaKa MPU OTCYTCTBUU FT€HETUYECKU AETEPMU-
HUpOBaHHOrO AedekTa hepMeHTHBIX cucTeM. [To umeroimmces
NaHHBIM, 0oJiee MOJOBUHbBI HEAOHOIIEHHBIX B IEPBbIE HENEIU
KM3HU JIEMOHCTPUPYIOT OECCUMITTOMHOE MOBbIIIIEHE KOHIIEH-
TpallMM aMMHraKa B KPOBHU, UYTO YKa3blBaeT Ha 3HAUYUTEJIbHYIO
pacnpoctpaHeHHocTh TT'H [2, 11]. B ocHoBe matorene3za TT'H
Jiexat pyHKIIMOHa bHas He3peaocTh KapbamousadochaTcuHTe-
ta3bl-1 (CPSI) — ogHOro U3 KiatoueBbiX (PepMEHTOB OPHUTUHOBO-
ro 1IMKJIa, 3aMeIJIEHHOE CO3peBaHKe (hePMEHTHBIX CUCTEM LIMKJIa
MOUYE€BMHOOOPA30BaHUS Y HEIOHOIIEHHBIX, a TAKXe TMMOKCU-
YeCKU-UIIEMUYECK e TMTOBPEXIEHM S TIEYEHOUHOM TKaHU, BO3-
HUKaloUMe B MepuHaTajibHOM nepuosae. KinHuuecku 3HaYnumast
TI'H yaie HabionaeTcst y HEAOHOILIEHHbBIX C T€CTAallMOHHbIM
BO3pacToM 36 Helenb M MeHee, MaHUdeCTUPYS B epBbie 24 yaca
>KU3HU PECITUPATOPHBIMU HAPYIIEHUSIMU U HEBPOJOTUYECKOI
CUMIITOMATUKON. YpOBEHb aMMUaKa Mpu 3TOU MaTOIOTUU MOXET
BapbUpPOBaTh B LIMPOKUX Mpeaeaax, nocturas S00 MKMob/a
u 6ousee [11].

HacnenctBeHHo 00ycioBaeHHbIE (HOPMBI TUTIEPAMMOHUEM UK
MoApa3AesloTCcs Ha IEpBUYHbBIE, CBSI3aHHbIE C HEMOCPENCTBEH-
HBIM eHeKTOM (PEPMEHTOB UJIU TPAHCIIOPTEPOB LIMKJIa MOYEBU-
Hbl, U BTOPUYHbIE, BOSHUKAIOIIME MTPU APYTUX METAOOJMUYECKUX
3abosieBaHuAX. CorjlacHO (pyHIaMeHTalbHbBIM PYKOBOJACTBAM,
JIt00bIe HACJeACTBEHHbIE HApyIlIeHUsI MeTaboau3Ma TOJIK Hbl
paccMaTpuBaThCs KaK BEpOsITHASI MPUUYMHA YXYALIEHUS COCTO-
SIHUSI HOBOPOXJIEHHOTO MOcJIe Mepuoaa Kaxyerocs 6Jaromno-
ayuus [10, 12].
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IlepBuuHble HapylieHUs ukaa MmoyeBUHbI (HLIM) npen-
CTaBJSIIOT COOOM TPYTIYy 3a00JIeBaHU i, BRBI3BAHHBIX MY TallMsI-
MU B reHaX, KOIUPYIOIMMUX GepPMEHTHI U TPAHCIIOPTHBIE OEJIKH,
obecreuynBalolIne TeToKcuKamnnuio ammuaka. CymmapHas
yacToTa JaHHOM MaToJioruu oneHuBaetcs Kak 1:35 000, npu-
YeM MPUMEPHO y TMOJOBUHBI TTAIIMEHTOB IePBbIe MPOSIBJICHU ST
BO3HMKAIOT UMEHHO B HeoHaTaJibHOM repuone [1, 3]. B cocTas
OPHUTHHOBOTO IIMKJIa BXOISIT IIeCTh (GepMEHTOB U IBA TPaHC-
noprepa, ne(eKThl KOTOPBIX MTPUBOIST K Pa3BUTHIO crielIMdU-
yeckux (popMm nmatosoruun. Hanbosee pacnpocTpaHeHHbIMU
dopmaMu IBASIOTCS AeUIIUT OPHUTUHTPaHCKapObaMuIa3bl
(OTC), cocraBasommii okosio 32% ciaydaes, U HEAOCTATOYHOCTh
apruHMHOCYKIIMHATCUHTeTa3bl (ASS), BcTpevatomasics B 27%
HaOmoneHuit [13]. [TpokcuMaibHO pacrooXeHHbIE TeHEeTH-
yeckue nedektel (NAGS, CPSI, OTC) cocraBasor 58%, Torna
KaK Ha JI0J110 AUCTaJbHbIX HapylieHuit (4SS, ASL, ARGI) npu-
xonutesd 42% [14]. Anst KTMHUYECKON KapTUHBI HEOHATAIbHBIX
¢opm HIIM xapakTepHo Hajimuue TaK Ha3bIBA€MOI'0 CBETJIOTO
MPOMEXYTKa MPOAOJIKUTEIbHOCTBIO OT 24 10 48 yacoB nocJie
poxneHus. JlaHHbI heHOMEH 00BACHSIETCS OTCYTCTBUEM OeJ-
KOBO# Harpy3Kku BO BHYTPUYTPOOHOM MEePUOIE U 3alIUTHBIM
NEeCTBUEM IMJIalleHTapHOTO KPOBOOOpAIIeH M.

BropuuHble hOpMBI MOBBIIIEHW ST YPOBHSI aMMKUaKa BOZHUKA-
IOT MPY HaCJIeICTBEHHBIX 3a00JIeBAHUSIX, HE CBSI3aHHBIX C HETO-
CPEeICTBEHHBIM MOBpPEXIeHEeM (DepPMEHTOB IIMKJIa MOYEBUHBI.
Haun6Gosee yacTo BTOpMYHasI TUTIEPAMMOHUEMHUST OCTOXHSIET
TeYeHMe OPTaHMYECKUX alluAeMU il — IIPOIMTMOHOBOM, METHUIIMA-
JIOHOBOI U u3oBajiepuaHoBoii. [laToreHeTUYECKU T MEXaHU3M
BKJIIOYAaeT MHTUOMpoBaHUe N-alleTUITIyTaMaTCUHTEeTa3bl
M30BITOYHO HAKATIJIMBAIOIIMMUCS TPOU3BOIHBIMHU alle TUII-
koaH3uMa A (auetui-KoA), a rakxe nepuuut auetua-KoA,
HEeOoOXOMMMOTO Ik cuHTe3a N-alleTujiriiyramara — hu3uo-
norndyeckoro aktuatopa CPS1 [15, 16]. [1pu HapymeHusI X
MUTOXOHIPUATBHOTO 3-OKUCICHUS KMPHBIX KUCJIOT U 1ehu-
IIUTEe KAPHUTUHA CHUXEHHE MPONYKIIMM aneTnyi-KoA npu
pacinenJIeH W XKUPHBIX KUCIOT BeIeT K YMEHbIIEHU IO CUHTE3a
N-ameTuyariiyraMmaTta U Kak cJIeICTBUE — K BTOPUYHOM IUC-
dyukuuu CPS1 [17].

K mproGpeTeHHBIM MTPUYMHAM MTOBBIIICHU I YPOBHST aMMHaKa
OTHOCAT MH(MEKITMOHHbBIE TTPOLIECCHI, BI3BaHHBIE MUKPOOPTaHM3-
MaMH, MPOAYLUPYIOUTUMHU ypea3y, TSKeIble BUPYCHbIe MHPEKIINN
C pa3BUTHEM TernaTuTa, OCTPYIO MEYSHOUHYIO HEIOCTATOYHOCTD
pa3JIMYHOro reHes3a, a Takke ITporeHHble (haKTOPBI, BKII0UYast
IUTATETbHOE MapeHTepaTbHOe MUTaHKUE C BHICOKUM COIePXKaHUEM
6eJIKOBOTr0 KOMITOHEHTA U MMPUMEHEeH e TIperapaToB BaJlbIIPOEBOI
KUCJIOTHI |2, 16].

KAMHUYECKASA CEMUOTUKA U AMATHOCTUUECKHUH
AATOPUTM

TTposiBnenust HTA otninuatorcst Hecreliu(UIHOCTBIO U HEPEI-
KO UMUTUPYIOT KJIMHUYECKYIO KAapTUHY CEeIcuca, YTO CTAHOBUT-
¢ MPUYMHOM MO3HEN MOCTAaHOBKM AuarHosa [4, 18]. PanHue
MPU3HAKU, MOSIBJISIONIMECS B TIepBbie 24-48 4acoB XK U3HU, BKJTIO-
YyaloT ocjiabjeHre cocaTesibHOTo pedJekca, oTka3 oT puema
MUILW, CPBITUBAHU S, DTTM30/IbI PBOTHI (3a4aCTyl0 MUHTEPIIpe-
THUpYeMble KaK MPOsIBJIEHNE MTUJIOPOCTEHO3a), MOBBILIEHHYIO
COHJIMBOCTb, BSIJIOCTh, HECTAOUIBHOCTh TEMIIEpPATypPhl TeJa
u rernaromeranuio. [1o mepe mporpeccupoBaHus sH1edaToONaTUU
Pa3BMBAIOTCS MbILLIEYHAsS! TUCTOHUS (TUTTOTOHMSI, CMEH STIOLIAsICsI
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TUTIEPTOHYCOM 1 OMTUCTOTOHYCOM), CYAOPOXHbBI CUHIPOM,
PE3UCTEHTHBI K CTAaHIAPTHOM MPOTUBOCYIOPOXHOU Tepanuu,
NIbIXaTeJbHbIE pAaCCTPONCTBA (TAXUMHO, KOTOPOE CMEH sIeTCS
arHo3), yTHETEHUEe CO3HAH U BIJIOTh 10 PA3BUTHU I KOMATO3HOTO
coctosiHuA [3, 19]. BaxkHbiM nuddepeH1inaabHO-1uarHocTuye-
CKMM MPU3HAKOM CJIYXUT pa3BUTHE MIEPBUYHOTO pECIIMpPaTOp-
HOTO aJIKaJio3a BCAEACTBUE CTUMYJSLIMU AbIXaTeJIbHOIO LIEHTPa
amMmMmuakoM, uyto otinyaet HI'A ot meTabosimueckoro aiumuno3a,
XapaKTEePHOTro 151 CENTUYECKUX COCTOSIHU I MJIU OpraHUYeCcKuX
anuaemuit 2, 10].

JuarHoctuueckuii mouck npu nonodpeHuu Ha HI'A TpeGyer
9KCTPEHHOTI0 JIabOpaTOPHOTro MOATBEPXKACHUS U MapajijiebHOTO
npoBeaeHus nuddepeHnanbHON TMAarHOCTUKHY 0€3 3aIepKKHU
HavaJja jeuyeObHbix Meponpusituii [20, 21]. OnpeneneHue KOH-
LIEHTpallM¥ aMMKaKa A0JIXKHO MPOU3BOAUTHCS C CODJTIONEHUEM
CTPOTMX MPaBUJI: UCTIOJb30BAHUE CBOOOHO BhITEKAOIIIEH BEHO3-
HOI KpOBM 0€3 HaJIOXKEHU S KT'yTa, HEMeAJEHHOE MTOMEeleH e
MpoOUPKU B Jiell, TPAHCITIOPTUPOBKA B JIaOOPATOPUIO B TEUEHUE
15-30 MUHYT, HEAOMYCTUMOCTD TemMoJiu3a oopasiia [4].

B cooTBeTCTBUU ¢ MEXIYHAPOIHBIMU MPOTOKOJIAMU, MTPU
nono3peHun Ha HI'A HeoOXoaAMMbl SKCTPEHHbIE UCCIEA0Ba-
HUS TJ1a3Mbl (KMCJIOTHO-OCHOBHOE COCTOSIHUE C OTNIpe/IeIeHUEM
YPOBHS JJaKTaTa, a TAKXKe COePXKaHUE IJTIOKO3bI, CIIEKTP aMUHO-
KMCJIOT, TpOdUIb alMJTKAPHUTUHOB METOIOM TaHJAEMHOI Macc-
CMEKTPOMETPUU) U MOUM (KETOHOBbBIE TeJIa, aHAJIU3 OpraHuye-
CKUMX KHUCJIOT METOJIOM Fa30BOi XpOMaTO-Macc-CIeKTPOMETPUH,
ornpeesieHUue YPOBHSI OPOTOBOM KUCJIOTHI). JIOMOTHUTETBHO
OLIEHUBAIOT KOaryjorpaMmy, rnokasareau @yHKIMOHAJIbHO-
o COCTOSIHU S MeYeHU (TpaHCaMUHa3bl, OO OUIUPYOUH
U Ip.), a TAKKe KpeaTUHUHA U MOYeBUHBI [21, 22]. B poccuiickux
kanHuveckux pekomenaauusax (KP) no BeneHuo nauueHToB
¢ HIIM neTanbHO MpomnucaH JaHHBIM aJITOPUTM C aKILIEHTOM
Ha 3HauYeHMe orpenesieHrsI OPOTOBOM KMCIOThI B MOYe JJISI pa3-
rpaHuyeHus nebunuta OTC u CPS1 [23].

JduddepeHunanbHas 1MarHocTuka padamuHbix dopm HI'A
OCHOBBIBaETCsl Ha pe3yJibTaTaxX aHaJu3a aMUHOKUCJIOTHOIO
CMEKTpa U UcCiieloBaHU s YPOBH S opraHuyeckux kuciaort. [Tpu
neduurTe CPS1 oTMeuaeTcst pe3Koe MOBBILIeHNE ColepKaHUsI
aMMMaKa coO CHUKEHUEM YPOBHS LIUTPYJJMHA U apTMHUHA
B MJ1a3Me MpU OTCYTCTBUU UBMEHEHU 1 OpraHnYecKuX KUCIOT
MOYH Y CHUXXEHHOM UJIM HOPMaJIbHOM YPOBHE OPOTOBOM KUCJIO-
Tbl. g nedounura OTC xapakTepHO pe3Koe MOBbIIIEHHUE COAeP-
>KaHMs aMMUaKa U OpOTOBOM KMCJIOThI, MOBbIILIEHUE TJIyTaMUHA
U CHUXXEHUE HUTpyJuinHa B Moue. [Ipu uutpyanuHemun 1-ro
TUTa HAOII01aeTCs 3HAYUTEbHBIN POCT YPOBHS LIUTPYJJIMHA,
TOrJa KaK MpY OpraHMYeCKUX alluIeMUIX CoAepKaHe aMMuaKa
MOBBIILIEHO YMEPEHHO, BBISIBJISIIOTCS] XapaKTepHbIe U3MEHEH U ST
OpraHMYeCcKuX KMCJIOT (MpOMUOHAT, METUJIMAJIOHAT) MPU HOP-
MaJIbHOM YPOBHE OPOTOBOM KUCIOTHI [1, 16].

COBPEMEHHBIE NPUHLUNbI UHTEHCUBHOW TEPANUU

JleueOHbIe MeporpusATUS MpuU nogo3peHru Ha HI'A 1ok HbI
HauMHaTbCs HE3aMeIIUTENbHO, elIe 10 MOJYUYEHU S pe3yIbTaToB
noATBepxkaaro KX TecToB. OCHOBHAS 1ieJib Tepaluu — BO3Bpa-
IeHWe KOHIIEHTPpAllM aMMKaKa K ypOoBHIO HIKe 200 MKMOJTb/JT
Ha MPOTSIKEeHU U TIepBbIX 24-48 yacoB 1S TPeNOTBpaleHU s HE00-
paTUMbIX HEBPOJOTMYeCKUX U3MeHeHu [3, 19].

[TepBbIM TanoM siBjIsieTCsl MpeKpalleHUe MOCTYTIEHU S 9K30-
FeHHOro 0ejika: HeMeJIEHHO OTMEH sIeTCsl J1Io00e SHTepaibHOE
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MUTaHWe, a TPU COXPaHEHU U apeHTePaJbHOIO MUTAHUS U3 €TO
CcOCTaBa UCKJIIOYAIOTCSI pAaCTBOPBHl aMUHOKUCIOT. JlJist co3nanus
aHaboJIMYeCcKOi HanmpaBJeHHOCTU MeTaboIM3Ma Ha3HaYaeTCs
WHOY3UST BBICOKUX KOHIIEHTPAIIM i TJTI0KO3bI (HayajJbHask CKO-
poCTb BBelleHU ST — 6-8 MI/KI/MUH ¢ ucnojbzoBanuem 10%-ro
pactBopa). [ITpy 1OCTUXKEHU U YPOBHS IITUKEMUU CBbILIE 7-8
MMOJIb/J1 BO3MOXHO No0aBjeHue uHcyauna B nose 0,05-0,1 En/
Kr/Jac 1Jisl moaaepXaHust aHabomyeckoro coctostHus. [locie
KaTeTepu3alluK [EHTPaJbHOI BeHBl KOHLIEHTPAIIU I TJIOKO3bI
MOXeT ObITh yBenuueHa 1o 12,5-20%. [TapeHTepaibHOE BBEIE-
HUe XUPOBBIX aMyibcuit (20%-it pactBop, 1-3 1/Kr/cyT) 06e-
CreYyrBaeT OpraHM3M HEeprueil u JOMOJHUTEIbHO MOAABISIET
katabonusm [20, 21].

dapmakosiornieckast KOppeKIys BKIIOYaeT pernapaTsl, CBsI-
3pIBatolle aMMuaK. Hatpust 6eH30aT BCTyMmaeT B peak Mo KOHb-
JOTallu U C TIULIMHOM, 00pa3ysl TUTIIYyPOBYIO KUCIOTY, KOTOpast
BBIBOAUTCS MouyKaMu. Hatpust heHumaneTar KOHbIOIUPYeTCs
C TIyTaMUHOM, (hopMUPYsT DeHUTALIeTUIITIIyTaMUH. B KInHM-
YeCKOM paKTUKe TPUMEHsIeTCsl KOMOMHUPOBAaHHBII TIpernapar,
conepxanuii ooe cosu. PexxuM n1o3upoBaHu s mpeaycMaTpu-
BaeT HArpy304HyIo 103y 2,5 MJI/KT (3KBUBaJeHTHO 250 MI/KT
KaXJI0ro KOMIIOHEHTa) BHYTpUBEHHO B TeueHue 90-120 MUHYT
¢ nocJienytoleil noaaepxxuBatonieil nHoy3uei B Toil xe 103e
Ha NpoTsxXeHUuU 24 yacos [21, 24]. Db beKTUBHOCTh TaHHOK
KOMOMHAIIMK MOATBEPXKAeHA KJIACCUUYECKUMU UCCENOBAHUSIMU
Y MHOTOJIETHUM KJIMHUYECKHUM OIBITOM. L-apruH1H BOCIIOTHSIET
neUIUT apruHUHA, SIBISTIOIIErocsi Cy6cTpaToM OPHUTUHOBOTO
LIMKJIa, ¥ Ipy tono3peHun Ha HIIM BBoauTCs B HAarpy304HOit
no3e 200-600 MIr/KT BHYTPUBEHHO C TTOCIEAYIOIIMM TIePEXOI0M
Ha noaaepxxuBatoulyto uHdysuto [1, 21]. L-xapuutuH B go3e 100-
200 Mr/Kr/cyT peKOMEHI0BaH MPH MOA03PEHU U Ha OpraHuYecKue
anuaemuw [15, 16].

POAb KAPTAYMOBOI KUCAOTbI B 3MMUPUYECKOMH
TEPANUWU HIA

OTaenbHOro BHUMaHUS B paMKax ¢hapMaKoJOruyeckoit Kop-
PEKIIMU 3aCTyKUMBAET KaprjlyMoBasl KMcjaoTa (TOproBoe Hau-
MEHOBaHUE — AMMOJIMIKEH), TTpeICTaBJIsIIoas COO0M CUH-
TETUYECKUU CTPYKTYPHBIN aHasor N-aleTuarayramara — hpu-
3uojiornyeckoro aktuparopa epmenta CPSI [5, 20]. [TaTo-
usmonornyeckoe 060CHOBaHUE €€ MPUMEHEHU s 6a3upyeTcs
Ha CIOCOOHOCTH 3aMeniaTh AePUUUTHBINA N-alleTUuariyTamar,
BoccTaHaBauBast akTuBHOCTh CPSI1 u, cienoBaTenbHO, GyHKIIU-
OHUPOBaHMUE LIMKJIa MOYEBUHBI B LIeJIOM |3, 31]. DTOT MexaHU3M
o0ycioBirBaeT ee 3PPEeKTUBHOCTH HE TOJbKO MPU MEPBUYHOM
neduuute N-auetuarayramarcuHteTadbl (NAGS), HO U Tpu
BTOPMYHBIX THTIEPAMMOHUEMUSIX, BBI3BAHHBIX MHTUOMPOBaHEM
NAGS HakanauBarouiumcs ainia-KoA npu Takux COCTOSHUSIX,
kak npornuoHoBas (ITA) u metunmanonoBas auuaemuu (MMA)
[20, 32].

KntoueBbIM BOMPOCOM KJIMHUYECKOUN MPAKTUKU SIBJISIETCS
BO3MOXHOCTb MPUMEHEHU I KaprjyMOBOI KMCJIOThI 1O BEpU-
(bukanuu nuarHo3a MOJIEKyaSIpPHO-T€HETUUECKUMU METOaMU.
B KoHTekcTe mpaBuJjia 30JI0TOr0 yaca, Koraa 3ajep>xKa naro-
FeHeTUYECKOU Tepanuu HanpsIMylo KOppeJupyeT ¢ HeoOpaTu-
MBbIMU HEBPOJIOTUYECKMMU MOBPEXACHUSIMU U JIETAJIbHOCTHIO,
oxuaanue pesyabraroB JIHK-auarnoctuku (mosyyeHue KOTo-
PBIX MOXET 3aHUMATh THU UJIW HEeJeJIN) HeaornycTumo |3, 4, 28].
CoBpeMeHHbIe MEXTYHapPOAHbIE U POCCUINCKUE MPOTOKOJIbI
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paccMaTpUBaIOT KapriIyMOBYIO KUCIOTY KaK IpernapaT SMITUPU-
YeCcKoii Tepanuu mpu nmoxo3peHuun Ha HLIM unu opranunyeckue
alMIeMHU U Y HOBOPOXJIEHHOTO C TSIXKEJION ruTiepaMMOHUEM e
[20, 21]. Takoii moaxon onpaBaaH, MOCKOJbKY Mpenapar obanaet
BBICOKHUM TIpoduieM 6€30IMacHOCTH ¥ TOTEHIIMAIbHO KHU3HeCcTa-
CaOIIMM IeCTBUEM TTPU TeX (hopMax MaTOJIOT UM, AT KOTOPBIX
OH sBJIsieTcs 3TUonaroreHeTuyeckuM (aepuuut NAGS) unu
natoreHeTudyeckum (ITA, MMA, nzoBajepuaHoBas alluaeMust)
cpeactBoM Beibopa [20, 32]. Bosiee Toro, B oTJIMYMe OT HATPUS
(beHunameTaTa, KOTOPHIf MOXET YCYTyOISITh ATJICIIMIO TIyTa-
MUHAa, KapriyMoBasi KMCJIO0Ta CITOCOOCTBYET ero yTUJIN3alluu,
YTO JejIaeT ee MPeANOYTUTEeIbHBIM KOMITOHEHTOM CTapTOBOM
Teparuu Mpyu MOAO3PEHU N Ha OpraHnyeckue anuaemMun [6, 31].

JlokazaTesibHast 6a3a paHHEro Ha3HauYeHU sl KaprilyMOBOM KHC-
JIOTBI HEYKJIOHHO pacTeT. B peTpocneKTMBHOM HabTI01aTe TbHOM
ucciaenoBanuu Valayannopoulos 1 coasr. (2016) ¢ onucanuem
48 3M130/10B IeKOMITEHCAIIUH Y TTAIIMEHTOB C OPraHWYeCKUMU allk-
NEMUSIMU OBLIIO TIPOIEMOHCTPUPOBAHO, YTO 10OABIEHHWE Kapriy-
MOBOI1 KHCJIOTBI K CTAHIapTHOM Teparuy MPUBOIUT K OBICTPOMY
Y 3HAUMMOMY CHMKEHUIO YPOBHSI aMMuaKa. MeauaHa BpeMeH!
IO HOpMaJIM3alliy CONepKaHUsI aMMUaKa Y HOBOPOXKIEHHBIX
cocraBuia 38,4 yaca [31]. B HenaBHO npencTaBJIeHHOM KJIMHU-
yeckoM ciydae Q. Ma u coast. (2025) y HoBopoxaeHHO ¢ MMA
U1 ypoBHEeM aMMMaka 1533 MKMOJIb/JT, pE3UCTEHTHBIM K CHUXKEe-
HUIO Ha (hoHe reMorar3a, Ha3HauYeH e KapriiyMOBOM KHUCIOTHI
B 103e 200 MI/KT/CYT IPUBEJIO K PE3KOMY MaIeHU 10 KOHLIEHTPALIN T
aMMuaKa yke Ha CJICAYIOII1 A IeHb U MTO3BOJIUJIO COXPAHUTh HOP-
MaJibHOE MICUXOMOTOPHOE Pa3BUTHE Yepe3 o HabaoaeHus [6].
IIpoMekyTOUHBII aHATU3 TPOCIIEKTUBHOIO MHOTOILIEHTPOBOTO
ucciaenoBanust PROTECT (S. Yap u coaBrt., 2024) nontBepxaaeT
JIOJITOCPOUYHYI0 9 (HEeKTUBHOCTD Npenapara: Ha GoHe Tepanuu
KapriiyMoBoii KucaoTol y maiiueHToB ¢ MMA u [TA Habonanoch
CHUXEHUE MUKOBbIX ypoBHel ammuaka (¢ 250 no 103 MKMoJb/1),
YMEHBIIIeHUE YaCTOThI MeTaboIMYecK X Kpr30B Ha 41% u cokpa-
LIEHUE JJTUTEIbHOCTH rOCIUTaIN3aluii [8].

AHaIN3 UCXO0B YOSIUTEIbHO CBUICTEIbCTBYET B MOJIb3Y paH-
Hero Ha3HauyeHM sl KaprjyMoBO# KMCJIOThI. OTcpoyKa criernudu-
YeCKOM TepaIuu Jaxe Ha HECKOJbKO YacOB MPU KPUTUUYECKOM
ypoBHe amMMuaka (> 360 MKMOJIb/JT) aCCOLIMUPOBAHA C Xy IITUMU
HeBposiornyeckuMu ucxonamu [3, 28]. HaznaueHue kapriiymo-
BOU KHMCJIOTHI Ha SMTTMPUIECKOM ITare MO3BOJISIET BHIMTPATh
BpeMsI, HEOOXOIMMOe TSI pa3BePThIBAaHU I MOJTHOTO TUAarHO-
CTMYECKOTO MTOMCKa, 1 MUHUMU3UpoBaTh moBpexaeHune LIHC.
MexyHapOIHBI ONBIT, 0000IIEHHBI B PEKOMEHIAIUSIX BELY-
X MEeTabOJIMYECKHUX LIEHTPOB, 1 poccuiickue KP mo BeneHunio
narreHToB ¢ HIIM u opraHn4ecKMu alliIeMUsIMUA HACTaMBalOT
Ha 11eJ1ec000pa3HOCTU PAHHETO BKJIIOUEHU S KaprJIyMOBOM KUCIIO-
THI B IPOTOKOJI MHTEHCUBHOM Tepanuu Tsekesoir HI'A HesicHoro
renesa [20, 21, 23].

ITpodusib 6e30MacHOCTU KaprjlyMOBOI KMCIOTHI OlLIEHUBa-
eTcsl Kak 6jaaronpusTHb. Hanbosiee yacToie HexenaTebHbIe
saBaeHus (HS) BkaoyaloT pBOTY, TMIIEPrUaAPO3, TAXUKAPIUIO,
KOTOPBIE Yallle CBSI3aHbl C TeYCHUEM OCHOBHOI'O 3a00JIeBaH M,
yeM ¢ ipreMoM Tipeniapata. Cepbe3Hbix H, HenmocpencTBeH-
HO OOYCJIOBJIEHHBIX KapIJIyMOBOI KUCJIOTOM, B KIMHUYECKUX
HCCNeOBAHUSIX 3aperucTpupoBaHo He ObL0 5, 31]. [Ipenapar
BBITTyCKaeTCs B popMe TUCTIeprupyeMbIX Ta0IETOK, YTO MO3BOJISIET
BBOIUTH €ro yepe3 Ha30racTpaJ bHbBIM 30H 1ake MallueHTaM
B KPUTHUYECKOM COCTOSIHUM [3, 6].
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KpuTepusimMmu nojoxuTeIbHOr0 OTBETA HA TEPATIMIO CIyXKaT:

1) OMOXUMHUUYECKU I OTBET — CHUKEHUE YPOBHSI aMMUaKa
B ma3Me Ha 30-50% oT MCXOIHOIo B TEUEHME MEPBBIX 24 4acoB
U JocTUKeHue 1efeBbiX 3HaueHu i (< 100-150 MKMosb/JT) B ocie-
nyrwouiue 24-48 yacos [6, 31];

2) KIMHUYECKU I OTBET — PErpecc HEBPOJIOTMUECKO CUMIITO-
MaTUKU (BOCCTAHOBJIEHUE CO3HAHU S, YMEHbILIEHUE CYI0POXHOM
aKTUBHOCTH, MOSIBJIECHNE CIIOHTAHHOM IBUTaTEIbHOM aKTUBHOCTH
U cocaTeIbHOro pedJekca) [6].

Takum 06pa3om, KaprjyMoBasi KUCJIOTa SIBJISIETCS )KU3Heca-
caloUIMM MpernapaToM, SMIUPUYECKOE Ha3HAYEHEe KOTOPOTro
npu HT'A HesicHOI 9THOJIOrUY MTaTOreHeTUYeCKU 0OOCHOBAHO,
0/100pEHO KJIMHUYECKMMU PEKOMEHAALIMSIMU U aCCOLIMMPOBAHO
C yJAy4lIEeHUEM KPAaTKOCPOUYHBIX U IOJITOCPOYHbBIX UCXOMIOB.

SKCTPAKOPMOPAAbHDBIE METOAbI AETOKCUKALIUUA

IIpu ypoBHe amMmMuaka, npesbimatonieM 360 MKMOJIb/J
(600 MKT/IJT), MJIM TIPY OTCYTCTBUY MTOJIOXKUTEBHOM TMHAMUKU
oT (hapmakoTepanuu B TeuyeHMe 4-6 4acoB IMoKa3aHo Oe30Tara-
TeJbHOE MPUMEHEH e METOI0B 9KCTPAKOPIIOPATbHOM 1€ TOKCHKa-
uuu [3, 20]. Temoaunanus siBIsIeTCS METOIOM BbIOOpA MPU TSAXKEJbIX
dopmax HI'A, obecneunBaroiiM CHUXKEHUE KOHLIEHTpalluu
ammuaka Ha 50-70% B TeueHnue 2-4 yacoB. CuctreMaTuyecKuit
0030p ¥ MeTaaHau3, BBIMIOJHEHHbII Raina u coaBT., MoATBEPXK-
JlaeT BBICOKYI0 3D (PEeKTUBHOCTh IUATU3HBIX METOJIOB Y HOBO-
POXIEHHBIX C BDOXAEHHBIMU HapyLIEeHUSIMU MeTaboau3Mma [25].
I'emodunprpanus (CVVH) MmoxeT UCIOSIb30BaThCs B KaueCTBE
aJIbTepHATUBbI, 0COOEHHO y MAllMEHTOB C HECTAOUJILHOM reMo-
nuHaMmukoi. MMeroTcs coobuieHus 00 ycrenHOM MPUMEeHEH UK
MPOJJICHHBIX METOJIOB lazke y AeTeli ¢ 9KCTPEMaJIbHO HU3KOM
Maccoii Tejia mpu poxaeHnu [26].

Tleputoneanbubliiit nuanus (I111) otauuyaercs 6ojiee HUBKUM
KJIMPEHCOM aMMUaKa Mo CpaBHEHU IO C FeMOAMATIU30M, OJHAKO
€ro 3HaYMMbIM NTPEUMYLIECTBOM SIBJISIOTCSI TEXHUUYECKAsI TOCTY M-
HOCTb U BOBMOXHOCTb IMPOBEAICHU S B YCIOBUSIX YUPEXKIECHU,
HE UMEIOIIMX CMELMAJIU3UPOBAHHbBIX TUATU3HBIX OTIEJICHU.
ITo MmHeHuI0 MakysioBoii u coaBT. (2023), 0600MIMBIINX ONIBIT
LlenTpa HeoHaTtanbHOU HedpoJioruu u auanu3sa, [T MmoxeT
OBbITh yCTIELTHO UHUILIMUPOBAH Jaxe y I1yOOKOHEIOHOIIIEHHbIX
(c maccoii Tesia ot 470 T) B YCOBUSIX pOAMJILHBIX JOMOB U MEpU-
HaTaJIbHBIX LIEHTPOB. B nmpeacTaBieHHON cepun U3 cTa MalueH-
TOB, Y YEThIPEX U3 KOTOPbIX MPUYMHON KPUTHUUECKOTO COCTOSI-
HUS SIBJISIJTUCH HACJIeCTBEHHbIE 00Je3H 0OMeHa (HapyIleH s
1IMKJIa MOYEBUHBI, rajlakTo3emMust), mposeaeHue 1/ mo3Bosuniio
NIOOUTHCSI CTAOMIM3ALMU COCTOSTHUSI M TPAHCIIOPTUPOBKU ETeit
B CIELIMAJIM3MPOBAHHBbII cTalioHap. YacToTa ocnoxHeHuit [1]]
coctaBuia 35%, TPy 3TOM JIeTaTbHBIX UCXOIOB, HEITOCPEICTBEHHO
CBSI3aHHBIX C TPOLIEAYPOIt, He 3adpukcupoBaHo [27]. Beidop meTo-
J1a 9KCTPAKOPNOPATbHOM NETOKCUKALIMU OJIKEH OCYIIeCTBISThCS
WHAWBUAYAJIbHO, C YYETOM reCTallMOHHOIO BO3pacTa, MacChl Tefa,
reMOIMHAMMYECKOIo CTaTyca MalMeHTa U TOCTYTHbIX PECYPCOB.
BaxkHo nMomuepKHyTh, UTO AaXKe MPU CBOEBPEMEHHOM MPOBEACHU U
reMoauagn3a HeBpOJOTMYECKU I MPOTrHO3 y MAIMEHTOB C HEOHA-
TanbHOi MaHUdecTauueit HIIM 1 ucxonHbIM ypOBHEM aMMUaKa
cBbile 360 MKMOJIB/JT OCTaeTcs cepbe3HbIM |3, 28].

TTocne KynupoBaHUSI OCTPOrO COCTOSIHU S TAllMEHTaM C MO/~
TBEPXKJAEeHHbIM nuarHo3zoM HIIM Ha3HauvaeTcs aauTeabHas
Tepanus, BKJroJalolias 1MeTy ¢ orpaHuueHueM oenka (ot 0,5
1o 1,5 r/Kr/cyT B 3aBUCUMOCTU OT UHIMBUIYaJIbHOU MEepeHO-
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CUMOCTH), €XXETHEBHBII MpHUeM MpernapaToB, CBSI3bIBAIOIIUX
aMMMUaK, 3aMECTUTEJIbHYIO Teparnuio aprMHUHOM WJIW LUTPYJI-
JIMHOM, a TaKXe BBEJEHNE dCCEHIIMAJIbHbIX aMUHOKUCIOT JJI51
npobunakTuku ux neuinra [21, 23]. TpaHcnaaHTalMs MeYEHU
MpeacTaBiseT co00i paauKaabHblii MeToa Koppekiiun HIIM,
MO3BOJISIIONIM I HOpMaJIM30BaTh MeTa00a1M3M amMmMuaka. OHa
noKasaHa MpHU TSXKeJbIX popMax 3a00JeBaHUSI C TOBTOPHBIMU
MeTaboJMYecCKMMU KpUu3aMu U Hea(PHeKTUBHOCTU KOHCEepBa-
TUBHOI Teparnuu [29].

NMPOrHO3 U OTAAAEHHBIE UCXOADI

[Tporno3 npu HI'A onpenesnsieTcst TpeMs KJItOUeBbIMU (haKTO-
paMU: MPOAOJXKHUTEIbHOCTHIO U BBIPAXKEHHOCTbIO TUTIEPAMMOH M-
€MUYECKOro 3130/, 3TUOJOTUeli MaToI0rnyeckoro npolecca
1 CKOPOCTBIO Hauasia afieKkBaTHo Tepanui |3, 28]. JnuTeabHOCTh
cBbllle 3-4 CyTOK KOMaTO3HOT'O COCTOSIHUSI, O0OYyCIOBJIEHHO-
ro runepaMMOHMEMHUEN, a TaKXke YPOBEeHb aMMuUaKka 6ojee
800 MKMOJIB/JT aCCOIIMMPOBAHBI C KpaliHe HeOIaronpusiTHBIMU
HEBPOJOTMYECKUMU UcxonaMu. Jlaxke mpu yCIelIHOM pa3peliie-
HUM ocTporo anu3ona y nauueHtoB ¢ HIIM Hepenko Hab10-
naoTes 3aJepKKa MCUXOMOTOPHOI'O pa3BUTHU SI, KOTHUTUBHbIE
HapylIeHU s Y dNUJIeNTUYeCKUil cuHapowm [28, 29]. IIpu apru-
HUHOCYKIIMHATHOM allMIy pUY TOTIOJTHUTETbHBIMU (DaKTOpaMu,
YXYILIAOMUMU TPOTHO3, SBSIIOTCS XPOHUUYECKOE MopakeHue
neyeHu (Gubpo3s, tMppo3) u apTepuaabHas runeptTeHsus [1, 16].

3AKAKOUYEHUE

HTA npencrapisier co60it o1HY U3 Hanbosiee CIOKHBIX U XKU3-
HEYTrpoXarlx CUTyalluii B TpaKTUKE HEOHATOJIOra U IETCKO-
ro peaHuMaToJsora. Ycrnex jeueOHbIX MEpONpPUSITUI HATIPSIMY IO
3aBUCUT OT CKOPOCTU IMATrHOCTUKU U HEMEIJEHHOI0 HavaJia
naroreHeTuyeckoii Tepanuu. KitoueBbIMU MPUHILIMITIAMU BEACHU ST
nanueHToB ¢ HI'A cieayeT cuuTaTh BBICOKYIO CTENEHb HACTO-
POXEHHOCTHU B OTHOIIIEHU U MeTaboJMyecKrX 3a00JeBaHU i1
Y HOBOPOX/IEHHBIX C HeCTelM(pruueckoil HEBPOJIOrMYeCKOi CUM-
NTOMAaTUKOM, SKCTPEHHOE OINpe/ieieHue YPOBHSI aMMuUaKa Mpu
JIIOOBIX MpU3HaKaXx dHIedasonaTuum, 6e3oTarareJibHOe Hayauao
Tepanuu 10 MOJyYeHU s Pe3yJbTaTOB 3TUOJOTMYECKOT0 00cie-
NIOBaHU S U paHHEEe MPUMEHEHUE SKCTPAKOPIOPaTbHbBIX METO-
JIOB JIETOKCUKALIMU MTPU TOCTUXEHUM YPOBHS aMMKaKa CBbILIE
360 MKMOJTB/J1. BaskHBIM KOMITOHEHTOM COBPEMEHHOI (hapma-
KOTepaluu siBJSIETCSl KaprylyMoBasi KUCJ0Ta, SMITUPUYECKOE
Ha3zHauyeHUe KOTOPOIi B MepBble Yachl 3a00JeBaHM S TTO3BOJISIET
MaToreHeTUYeCKU BO31eCTBOBATh Ha KJTIOUEBOE 3BEHO METa0O0I -
YeCKMX HapyILIeHU I 1 yayuiiaeT nporHo3s. [Ipu HeBo3MOXHOCTH
MpoBeaeHU sl reMoauranusa 3pHeKTUBHON aIbTepHATUBOM MOXET
CIYXUTb IEPUTOHEATbHBIN AMATU3, OMBIT TPOBENEHUSI KOTOPOTO
B YCJIOBUSIX HEOHATaJIbHbIX peaHUMaI Ui TOCTOSIHHO HaKarmau-
BaeTcs [27, 30]. [lepcrieKTUBHBIMU HaTlpaBJIECHUSIMU yJIy4llie-
HUSI UCXOJIOB SIBJISIIOTCSI paclliMpeHue MporpaMM HeOHaTaJIbHOTO
CKpPUHUHTA, pa3pabdoTKa HOBBIX (hapMaKOJOrMYeCKUX areHTOB
U COBEPILIEHCTBOBAHUE METOJ0B TeHHOU Tepanuu AeHeKTOB
uukaa MmoyeBuHbl. JIB
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