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KnioueBble cnoBa: neyéHo4Hasa 3Hue¢anonamn, AWArHoCTuKa, neyeHue

eueHovHas dHIedaTona-

tusa (I19) — aro napyue-

HIIe CO3HAHIA, H3MEHeH e
JAMYHOCTH, PACCTPOIICTBO NHTEILIEK -
Ta 1 peuu. B mazennix ciyyasnx na-
CTYHAeT KoMa 1 CMepPTh GOILHOTO.
I19 - KoMILIeKC MOTEeHIAIILHO 00-
PATUMBIX HEPBHO-IICHXIYECKIX Ha-
pYIIenuii, BOSHHKAIONIX KaK CJIef-
CTBHE OCTPOIi WM XPOHNYECKOii r1e-
4eHOUHOIl HeJIoCTaTOYHOCTH 1/ TN
HOPTOCHCTEMHOTO ITYHTHPOBAHNSA
kposit. B narorenese 119 oboznaue-
HbI JIBa MexaHnuama, a1o 1) ocrpoe
I XPOHNYECKoe 3a00lieBaHie T1e-
4eHU, CONPOBOK/AIONIEECH BhIpa-
SKEHHBIM CHIZKEHIIEM ee [IeTORCHUIIN-
pytoteii (pynkuuu; 2) cpopmuposna-
Hie (PYHKIMOHAIBHBIX WIN aHATO-
MITYECKUX HIYHTOB MKy CHCTeMa-
MH TOPTAIBHOTO W OBINEro KPOBO-
obpanieHus, Bejyiiee K IPOHNKHO-
BEHHIO TOKCHYECKIX ITPOJTYKTOB KN~
HIETHOTO TPONCXOKRIAEHNS B IOJIOB-
HOIi MO3T.

OcHoBHYIO pollb B IaToremnese
19 orBOAAT DHjTOrEHHBIM HEIIPOTOR-
CHHAM.

Cpejin HeiiporeHHbIX TORCHHOB
Hanbolee 3HATHTETLHYIO POJTh OTBO-
aar ammuary. Ero yposens B Kposu
nosbimen 'y 90% Goabupix ¢ 119,

cojiepsRaHie ero B roJIOBHOM MO3re
TaK;Ke YBeJINIeHo.

B rososrom Mosre muki move-
BuHbI He (pyHKImoHupyer. [loaromy
yjajeHne n3 Hero aMmmMuaKka mpomc-
XOJIUT pasjiumdHbIMu mytamu. B ye-
JOBHAX M30BITKA aMMUAKA 3a11achl
riyraMara (BaskHOTO BO30OYIKIAIO-
ero MeuaTopa) HCTOmAloTes n
MPONCXOUT HAKOIUIEHNE TIyTaMu-
na. Cojiepsranmne riayraMmnia v a-ke-
Torayrapara B CIHHHOMO3TOBOI
SKIJTKOCTH KOPPEJINpYeT co crerne-
upio [19. Yuacrue npyrux mexanus-
MoB B narorernese 119 nokasviBaer-
careMm, uro y 10% GorbHbIX BHE 3a-
BUCHUMOCTH OT TITyOUHbI KOMBI B KPO-
BH coxpansercs HOpMaJbHbIil ypo-
BeHb amvuaka. I lpoussojibie meTu-
OHIHA, 0COOEHHO MEPKAIITAHDI, BbI-
3piBator 119 Tak ke, kak sujoren-
Hble Oensoymazenunnl, TAME — no-
OOHbIE MOJIEKYIIbI, KOPOTKOIEHO-
4euHbIe SKIUPHbIE KUCI0TDI, (DEHOJIDI.
B acrponmrax napymaeres srcn-
peccust MoHOaMUHOKen 1a3bl B, riry-
TAMUHCHHTETAa3bl, CUHTE3 Helipo-
HAJIbHBIX MecCeH/;KepoB (MOHO-
amuHokeniasbl A, NO—cunrerassr).

[Iponyriusa Tokcnuecknx Be-
HIECTB B 3KeTyjIRe, KUINeYHnKe, Ha-
pyuenns moropuru fRRT, nopro-

CUCTEMHOE IYHTHPOBaHUE, Teye-
HOUYHO—RIETOYHAasA HeI0CTaTOY-
HOCTb, YMEHbIIeHIe HefiTpanusanum
aMMHaKa MBIIIAMU U JPYTUMUI
opraHaMu — OYeBHJIHbIE [ATOreHe-
THYECKHe ITyTH YBeJINYEeHIA ROHIeH-
TpaIN HEl POTORCHIECKIX MeTabo-
JHUTOB B CHCTEMHOM KpPOBOTOKe. Pa3-
BUBAIOIIeecs BCIEICTBIE DTOro TO0-
spesrienne [ |HC peasmsyercs yepes
OCMOTHYECKIe PacCTpoiicTBa acTpo-
IITOB, HAPYIIEHIe aCTPOIUTAPHO—
HEIPOHAILHBIX, ACTPOIUTAPHO—DH-
JIOTEeTNATBHBIX B3AIMOCBA3EIi.

IloxrBepskaenne yqactus am-
munara B narorernese [19 ocnosano
HA MHOTOYMCJIEHHBIX (DAKTaX:

* aMMUAKIPOJLYIUPYIOIINe Be-
mecrpa (GeJIKN, aMUHOKHCIOTDI)
MoryT BuidbiBath 119 y GoabHBIX
IIPPO30M, a OrpaHiTdene dTHX Be-
HIECTB B IUIIE YMEHbINAET W 110J1-
HOCTBIO yeTparsaer npossienus [19;

* BpOsK/eHHbIEe Je(DeKThI CHH-
Te3a MOYEBUHDI, TEPAIUA TIIyTaMu-
Ha30i1 WIn acnaparniasoii, a raKske
cungpom Peiisi conpososknarores
rurepaMMOHHEMUeli U BbI3bIBAIOT
HEHPONICUXUYECKYI0 CUMITTOMATH -
RY, CXOIHYI0 ¢ TaroBoii ripu 119;

* Meskay crerennto 119 u kon-
HeHTpanueii aMMHara B KpoBHU TO-
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KpbIMCKUIA TepaneBTUYECKUI XypHan

Tabn. 1

MamozeHemuyeckue hakmopsi neyeHoYHol 3HYedaronamuu

*AMMMaK

*®eHonsbl

3HporeHHbIe HelipoTokcuHbl (T)

*MepKaI'ITaHbI, npon3BogHble METUOHUHa
*KOpOTKO- N cpegHeleno4vyeYHble XUPHble KNCIOTbI

-NenumH, N3oNenLUmH, BanuH (i)

AMMHOKUCNOTHBLIN gucbanaHc
*Apomartuueckue amuHokucnoTsl (T)
- heHunanaHuH, TUPO3WH, METUOHUH, TpUNTOaH
*AMWHOKNCIOTbI C pa3BETBEHHOW Lienbio

*IoxHble HeiipoTpaHcMuTTepsl (T)

-fodamnH, HopagpeHanuH

-CepoTtoHuH, TAMK

HapylueHne 6anaHca HeMpoTPaHCMUTTEPOB

-OKTOMaMUH, PEHUNITAHONaMWH 1 ap.
*BoabyaatoLme HeitpotpaHomuTTepsl (1)

*TopMo3Hble HelipoTpaHemuTTeps (T)

*T'IMKPOTOKCWH

M3meHeHMe NOCTCMHaNTMYeCKUX peLienTopoB
*AKTUBHOCTbL 6eH30anasennHoBbIx peuentopos (T)

6apbepa
*IoBbILEHMEe NPOHMLIAEMOCTH

HapywweHue chyHKUMOHMPOBaHUSA reMaToaHLedanu4eckoro

*HapylueHve TpaHcnopTa 3HepreTUYeckux cyGeTpaTos

KazaHa IpsAMast, XOTs I He JReCTRas
3aBICUMOCTB;

* crenens 19 n konnenrpanus
rIyTaMiuHa B JIUKBOpE, OTPasKalo-
as cojepsRanue aMMIAaKa B roJI0B-
HOM MO3Te, KOPPelInpyloT MesKIy
co0oii.

Huppos neuenu Beaencrsue
PasBHTHA ITOPTATBHOIT I'ITIEPTEH3NT
1 TIe9€HOYHOI HEJIOCTATOTHOCTH Be-
et k noprocucremuoii I19 (11CI) B
OJIHOM U3 YRA3aHHBIX BAPHAHTOB.

T1CI Heobxommo audppepen-
muposats ¢ nicepao—I1CI (H. Kalk
1958 r.) nam «1oskHasn nevenoynasn
KOMa» 1 <«DJIEKTPOJIHTHAA KOMa».
[Tarorenes ncesno—I1CI: anerrpo-
JANTHBIN Jcdananc, odycIoBInBa-
OIIIT TNTIOTOHIYECKYTO JleTHjipara-
IO KJIETOK TOJIOBHOTO MO3Ta:

TUTIORATIEMIS 1/ VIV THIOHAT-
puemus, runomarauemus. HanGo-
Jee qacTas MPUINHA «dIeKTPOJIHT-
HOIT KOMBI> — TIepeI03MPOBKA T1eT-
JeBBIX JINYPETHKOB, a TaK:Ke IpH
HCIIOJIb30BAHIHN CPEJICTB [T HAPKO-
3, ceJIaTHBHBIX IPErapaTos, TpaH-
KBIUIH3aTOPOB 1 aHAIbIeTHKOB.
Jduddepennuanua ocHopana Ha
orpejieJleHNN YPOBHA aMMHAaKa B
KpOBH (OTCYTCTBIE I'HIIEPAMMOHU-
eMii 0003HAYAETCA KaK MCEBJI0-
[1CI).

119 neobxomumo rarske audpe-
PEHLMPOBATH 1IPH CJICYIOUUX CO-
CTOAHUAX 1 3a001€BAHIAX:

- MyasMiHanTHOIT NEYeHOYHOIT
nepocrarounoctn (PIIH), ocaosxk-
HAOMIEI TeueHne ocTpbix 3aboneBa-
Huii neyenu. OCHOBHBIM H1ATOrCHe-
THYECKUM (PaKTOPOM BblcTyHaer
noreps (PyHKIMOHUPYIOLILeii Macchl
reraTonuToB. YpoBeHb aMMHAKRA Y
6oababIx ¢ PITH noBbiten ymepen-
HO.

- Bposiennom nepunure ep-
MeHTOB opHUTHHOBOTO 1MKAa (119
u runiepamvonnemus ). [lepunpmr
rapbamonagocgarcunrerasnr |
[IPUBOJIUT K 3HAYNTEJILHOIT rumepam-
MOHHUEMUU U CAMBIM THREJIbIM I1PO-
ABJICHUAM.

- duuedaionaTA P CUHIPO-
me Peiie kak nprodpeTeHHbiIii redn-
1uUT (hepMEHTOB LKA CUHTEe3a MO-
yeBuHbl. Mopgonornuecknm cyo-
CTPATOM ABIACTCA MUKPOBE3UKY-
JAPHBLL cTeaTo3 Ie4eHu 1 Apyrux
BHYTpeHHUX opranos. CHHIPOM Xa-
pakTepusyercs rurepaMMOHIHCMU-
eii, snnedasonarueii u ygeandeHu-
€M BHYTPUYEPEITHOro 1aBIeHHA.

- B cityuae BposieHHBIX 110p-
TORABAILHBIX AHACTOMO30B, HAIO-
JKEeHUU IIOPTOKABAIBLHOIO LIYHTA
[P pe3eKLIUN KapUUHOMbI HOJzKe-

JAYOYHOI sKele3bl, TPOBEIEeHHUN
YPETepOCUrMOUI0CTOMUN.

KnuHuka

Juaznocmura
aamenummnou I11CH

OCHOBBIBAETCA HA OTCYTCTBUH
CYObEeRTUBHOI 1 00 bEKTHBHOI KIIN-
HUYECKOI CUMIITOMATUKHI; OTCYT-
CTBHU U3MEHEHUIT [Ipu perucTpanum
cnonrannoii III'. Opnaro, pacros-
HaBaHue 9Toii (popMbI KpaiiHe Bask-
HO, T.K. yacrora Jdarenrnoii [1C) y
GOIBHBIX IHPPO30M jocruraer H0—
70%, To ecTh npejcTaBisger codoi
Hanbollee YacToe OCIOKHEHNE 3a-
GoleBaHuii eYeHn BHE 3aBHCHMOC-
TH OT STHOJIOTHHI; & TAKIKE JIaTEeHT-
nas [1CO conpoBoskiaeres neajiex-
BaTHOIl peakiueii namyeHTa B dKk-
CTPEMAJILHBIX YCIOBUAX, B TOM
quciie [P BOKICHUI aBTOMOOWIIA,
4TO CONPAMKEHO € MOBBIIEHHBIM
PHCKOM CO3JIaHNA aBAPUITHBIX CHTY-
atmii.

Panusasa quarnocrura [1C9:

- MCUXOMETPUYECKHE TECThI:
CBSI3U YHCET, YHCI0—OYKBA, JIMHIH,
rnoyepra, apugpMeTnIecKuii,

- BbI3BaHHbIE TIOTEHIUAJDBI IO~
JOBHOTO MO3ra,

- MArHUTHO-PE3OHAHCHAA CIIEeK-
TPOCKONS,

- IIPOTOHHO-AMUCCHOHHASA TO-
morpadus.

BeposarHocts runouarnocTurn
[1CO momknoO cBectn kK MUHUMYMY,
HCIIOIIL3YS HECKOJILKO TECTOB Y Of-
HOTO MAaleHTa U HHTePHPEeTHPYH
Ppe3yibTarnl B KoMILIekee. [l onen-
KU CTENEeHN TAMKECTH KINHHYECKN
BoIpaskenHoii [19 npumensioresa
Kpurepun, npusaAToie Meskynapos-
HOIi accoruarueii 1o uzydenuio 60-
aesueii nevenn (1992 r.) nim monu-
punuposanusie kpurepuu H.Conn
(1979r.).

Xponuuecrasn
nepcucmupyrowyasa I1CI

HaGmonaeres pejiro, npenmy-
HIECTBEHHO Y OOIIBHBIX ¢ BbIPasKeH-
HBIMU IIOPTOCHCTEMHBIMU KOJL1aTe-
pajAAMK, B TOM YUCIE CO3aHHBIMU
B pe3ylIbTaTe XUPYpru4ecKkoro BMe-
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Tabn. 2

Tpu22epHble hakmopsi neyeHoYHOU IHYeparonamuu

1. MocTtynnenue 6enka (T)

BoraTtas 6enkom gueta (7-
10%)
XKenynoyHo-kuweyHoe
kpoBoTeyeHue (25-30%)

2. KaTta6onusm 6enka (T)

Jedvuut ansbymunHa,
o6LWnpHbIE remMaToMsl,
nnxopapgka, Xxupyprudeckme
BMeLlaTeNnbCTBa,
NHdEeKUNN,
rMneprioKaroHeMms

3. dakTopbl, CHUXaKLWKe

AETOKCUMLMPYIOLLYIO dOYHKLMIO

Ankoronb, nekapcrtea,
3K30- U SHOOTOKCUHbI,

neyeHu nHdekuuns (10-18%)
3anop
4. dakTop Hekposa onyxonu -6 TNF-6 (T)
5. CeasbiBaHve TAMK-peuentopoB MponssoaHble
M 6eH3oamasenuHa,
6apbunTypOBON KNCMOTHI,
deHoTtmasnHa (10-15%)
6. MeTtabonuuyeckune HapyLieHus Aunpos, azotemus (25-
30%) MNvnornukemuns
7. OneKTpONUTHBIE HapyLleHus Karmii (1), natpuin ({),
marHuii (1), mapraneu(T)
8. LIpKynaTopHbIE HapyLIeHus 'MnoBonemus, runokcus
9. MNopaBneHue cMHTE3a MOYEBUHBI Ownypetukm (25-30%), umnHk
(|), aungos
IaTelbCTBa. Hus I, Koropble cTaHOBATCSA AB-

Kumnmdeckn mposiBisierest Ti-
HUYHON MCHXOHEBPOIOTHYECROiT
CHMITOMATHROIT; CHMITTOMAMMU MU -
eJIoNaTHN: aTakCHsA, XOPeoareTos,
Hapanierisi, ROJIOIe Iin CBEpIIs-
uge 6oan. Hapymenus o0brano
HeoOpAaTUMBI 1 BEJIYT K 1epedpalih-
Hoil arpodpun u tementnn. Vavene-

uoivu Ha Il erajgnm:

- yIuoneHue KpuBoii Ol—pur-
Ma,

- nosiBiIene T— 1 O—aKTUBHO-
cTH.

[Tpu 119 0—I cragmm I —u-
arHoCTHKA OCYIIECTBIISIETCA € NC-
MOJIL30BAHIEM 3PUTEILHBIX BbI3BAH-

Tabn. 3

Knunuyeckue ¢hopmbi neyeHoyHoll 3HYepanonamuu

1. Cungpom Peie

*I'mnepammoHmemus | Tuna

*I'mnepammonmemus Il Tna

2. lebnmumT chepmMeHTOB OPHUTMHOBOrO LUKNa

3. NceBponopTocucrTemMHas 3Huecanonatms

4. ¢y11I:MI/IHaHTHaﬂ ne4yeHo4yHasa HegoCTaTO4YHOCTb

*CyOKnuHMYeckas (naTeHTHasi)
*OcTpas

*OcTpas peumamBupytoLLas

1. TMopTocuctemMHas aHuedanonaTusa

*XpoHuueckas nepcucTupytoLLas

*XpoHuyeckast peumavempytoLLas

HbIX IIOTEeHIIUAJIOB.
MporHos

[Tpu I19 O—I erapum B Teryngyio
FOCHUTAINBAINIO BbIFKMBAEMOCTH
npubauzkaercesa K 100%, upu Il era-
JINU BBI3KUBAEMOCTH COCTABJAET
60—75%, mpu III—-IV — B cpenrem
okoi10 30%. 10—20% narumenron
OCTAIOTCA B JKHUBBIX 110CJI€E TIEPBOrO
ANN30j1a 1MmeYeHouHoii kombl. I1po-
IHO3 TaK:Ke 3aBUCUT OT PAJIA JI0TIOI -
HUTEJILHBIX (PAKTOPOB:

1. sHjoreHHas nmeyeHoyYHasA
KoMa ( BCJIEJICTBUE MOTEPH APEHXHU -
MbI [Ie4eH I ) MMeeT XY/l [[POrHo3
10 CPABHEHUIO ¢ DRBOTEHHOI ( BCJI€e]I-
crBue cOpoca HelipOTOKCHHOB Ku-
HIEYHOTO TIPOUCXOKIEHA 110 OPTO-
CHCTEMHBIM IIIYHTaM ) ;

2. pasKkHeiilnee 3HavyeHue npu-
HAUIERUT 00bEMY OCTATOYHOI Ta-
PEHXUMBI 1Te4eH ( KOCBEHHO orpe-
JEeIAETCA 110 BBIPAKEHHOCTH T1eye-
HOYHOIT HEJIOCTATOYHOCTH ) ;

3. Ha MPOrHO3 MOTYT BIUATH
ATUONOTUA NOPAKEHUA eUeH 1
BBIPAKEHHOCTh KOLIATEPAIHHOTO
KPOBOOOpAIeHNs;

4. BepOsSITHOCTD HEOJIATOTIPHSAT-
HOT'O HCXOJIA BBIIIIE B MOKNIOM BO3-
pacre 1 [pH HAJMYHH COIYTCTBYIO-
X 3a00J1eBaHMIT;

. cllejlyeT YUUTbIBATH BO3MOK-
HOCTb Ul CKOPOCTH BIIMMUHATIMY TPHUT-
repHbIX (DAKTOPOB; B MIEPBYIO OYe-
pefb BTO OTHOCHTCH K OCTaHOBKE
SKEITYTOUYHO—KUIIIEYHOTO KPOBOTE-
YeHus;

6. cywecrseHHo yiayumiaer
MPOTHO3 CBOEBPEMEHHO HayaToe
ajiexBaTHoe jiedenne [19.

19 — nmnamiueckuii cungpom,
THAKECTH KOTOPOrO MOJKET 3HAYN-
TEJIbHO MEHATLCA B T€UEHIE KOPOT-
Koro rpomeskyTra spemenn. C ne-
JIBIO OIIEHKN Ts3KeCcTH dHIledpasona-
T 1 DPPERTUBHOCTH ee JIeYeHHs
MPEIIIOKEH TOJTYKOINYECTBEHHbII
meroj — nngere [1CI, roropwrit
o0beuHseT mATh (PAKTOPOB, pa-
skupoBannbix ot 0 10 4-ii crenenn
BBIPA;KEHHOCTH: COCTOSHIE CO3HA-
HUsA, aCTEPUKCHUC, BPEMA BbIIIOIHE-
nus recta esasu uncedn (TCH), vac-
TOTY Ol-PUTMA BIIEKTPOHIIE(AIOr-
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Tabn. 4
Cmaduu neyeHo4HoOU 3HYeanonamuu
Crapusa | CoctosiHue MHTennekTyanbHbINA MNosepeHune HenpomblweyHas
CO3HaHuA cTaTyc pyHKUMA
0 He nameneHo KoHueHTpauusl He nameneHo Bpewms BbInonHeHus
(J'IaTeHT naMﬂTb\L (BblﬂBJ’Iﬂ}OTCﬂ NCUXOMETPUHECKUX
Hasl) npv LeneHanpaeneHHoM TectoBT
nccregoBaHun)
| HesopueHTtaums | Jloruueckoe mbiunennel | denpeccus, Tpemop, rvnepecnekcus,
HapyLieHve BHuMaHved PasgpaxuTensHocTb, ansapTpus (+)
puTMa CcHa 1 CnocobHocTb k cueTyd archopws,
004pCTBOBAHMS 6ecnokoncTBo
I ComHoneHuust HesopueHTauus Bo AnaTtus, arpeccus, AcTepukeuc (+),
BpPEMEHM HeaJeKBaTHas peakums | BblpaXeHHas aM3apTpusi
CnocobHocTb K cueTydl | Ha BHellHne (++),
pasgpaxuTenu rMNepToHYC
Il Conop HesopueHTauus B Henvpwui, AcTepukemc (++),
npoctpaHcTee, AMHe3ns NPUMUTUBHbIE peakuun | HUCTarm
pUrMaHOCTb,
v Koma - - AToHNs, apednekcus,
OTCYTCTBUE peakuun Ha
6onb

pacuu (III') u ypoBenn ammuara
aprepuaibHoii kposu (Tadm. 8—13).

Crenenn BBIPDAKEHHOCTH RaK/10T0
13 AT KOMIIOHEHTOB YMHORAETCA

Tabn. 5

Kpumepuu knaccugpukayuu neveHoyHol 3Hyegpanonamuu West Haven 8 modugpu-

kayuu Conn(1994)

CTteneHb TshkecTu KnuHuyeckas McuxomeTpuyeckme
cMMnNTOMaTUKa TecThbl
0 (naTeHTHas MJ3) OtcyrcTByeT BbinonHeHve
HapyLUeHO
1 HesHaunTtensHoe BbinonHeHve
HapyLLUEeHNe CO3HaHWs, | HapyLleHo

ancopusa nnu
6043nMBOCTb,
CHWXEHWEe BHUMaHWS,
ocrnabneHuve
CrnocobHOCTU K cueTy
(cnoxeHwne)

CoHnuBoCTb, anaTusl,
He3HauuTernbHas
[e30pueHTaums B
MecTe Unu Bo
BPEMEHU, U3MEHEHNE
FINYHOCTH,
HeafekBaTHoe
noBeaeHue,
ocnabnexve
crnocoBbHOCTU Kk cHeTy
(BblMMTaHME)

BbinonHeHuve
HapyLLeHO

CoHNMBOCTL A0
cornopa, peakuusi Ha
cnoBecHoe
pasgpaxeHne pesko
ocnabneHa unu
OTCYTCTBYET,
BbIpaXXeHHas
[e30pueHTauus

BbinonHeHune
HEBO3MOXHO

Koma (oTcytctBre
peakuum Ha
CnoBecCHbIe U
bonesble
pasgpaxuTenu

BbinonHeHune
HEBO3MOXHO

HA MHOKUTENb (1A COCTOAHUA CO-
BHAHUA MHOKUTENb PaBeH 3, JUiA
ocTajJbHbIX napamerpoB — 1), 3a-
TEeM 3HAYEHUA 110 KasKI0My (DarTo-
pY CYMMUPYIOTCA. dTa cymMMa JJiA
KOHKPETHOTO MAalueHTa JelinTeA Ha
MaKCHUMAJIbHO BOZMOKHYIO CYMMY
o 1isitn (parropam (ona paBua 28)
U TAKUM 00PA30M BLIYUCISETCST HH-
neke I1CI. Ecau njis onenkn nujexk-
ca [1CO ne ocraer ojHoro wim JiByx
parropos (Hanpumep, III u ypos-
HA aMMUaKa KpPOBH), TO MaKCu-
MallbHasAg CyMMa BBIYHCIAAETCH 10
ocraBimmMcs (pakropam.

JleyeHue

bazucHsle Meponpusmus

Jlnera

JlueTnyeckue MeporpusATs Ka-
CaloTCsA YMEHBIICHIA COlePsRaHIA B
TIHITE RUBOTHOTO OEJIKA, 3aMEHbI €10
Ha pacTHTENbHBIT 1 obecrieyeHns
JI0CTATOYHOIl KajlopuiiHoeTn 1nura-
HUSA JULA IIPeJOTBPALLeHI OTpULa-
TenbHOro  OaixaHca  asora.

Benoxk B nuiie orpannunBaeres na
KOPOTKUII CPOK B COOTBETCTBUH CO
crenenplo TsiRecTn (cramusa) 119:
1ipu niepBoii crajun - 10 40 1 B ienb,
1pu BTopoii — 10 30 r B jieHb, 11pu
Tperbeii, yerseproii — 10 20 ' B IeHD.

Bouabnryto wacrs Genka (60-
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LWikana komsi [nazzo

Tabn. 6

Kputepuu

Bannbl

1. OTkpbIBaHME rmas -

CMOHTaHHOe

Ha 3BYK

Ha 6onb

HeT oTBeTa

2. Peub

CBdA3aHHasd

- oTAenbHble dpasbl

- OTAenbHble CloBa

- bopmoTaHue

- oTCyTCTBYET

3. ABuxeHusn

- N0 KoMaHae

- nokanusaumsa 6onu

-oTAeprmBaHne KOHEYHOCTU
Ha bonb

AIOIO|=2|N|WAO=2NW D

-nartonorn4yeckune
crnbatenbHble OBWXEHUA

w

-naTtonornyeckue 2
pasrmbaTenbHble ABUXEHMUS

- OTCYTCTBYIOT 1

Cymma

3-15

Jiee TOJIOBUHBI) JIOJKHbBI COCTAB-
asaTh pacruredbnbie 6enku. [pu
VIYYIIEHHH COCTOAHNA, COJepsKa-
Hie Gelka yBeInauBaroT Moji KOHT-
polieM KIMHIUYECKHX CHMITOMOB
[19. Cornacno peromenpammusam
ESPEN ( Epponeiickoe 001iecTBo 110
AHTEPAIILHOMY U [APEHTEPAILHOMY
nmuranuio) or 1997 r. «...conep:ka-
Hue Oellka B ieTe OOJbHBIX ¢ aHAM-
nezom 119 ne omskno npespnnars 70
r/nenb. MunnmanbsHoe cojiepsranue
Oenka nozkHo cocrasisith 40 r/
JEeHb JUIA TNOJJIePKRaHUA OIOMKN-
TEJILHOro Dajlanca a3orar. AjeKBar-
Has DHEPreTUYeCKas MojyiepsRKa (He
menee 1500 krau B 1eHnb) obecrieun-
BaeTcsA 3a CUeT YBeJIUMYEHUs COJep-
JKAHUA B NUIIE JIETKOYCBOAEMbIX
YIIIEBOJIOB.

1. Saumunammsa sruoiornyec-
Koro (parkropa 3aboleBaH [IEYCHI.

2. JauMuHaIIA TPUTTEPHBIX 1
orsaromaromux ¢gaxropos 119: oc-
TAHOBKA KPOBOTEYEHUs, KOPPERIHA
IUIIOBOJIEMUN, TIOfJIEpsRaHNe KIC-
JOTHO—IIEJIOYHOrO 1 JIERTPOJIUT-
HOTO Dajianca, INKBUIAIHA HH(PEK-

LUH U T L.

3. Canamusa knmeunuka. Oun-
HICHHE TOJCTOI KUIIKH Hpecieryer
HeJb YIAICHUsT a30TCOIePRAIUX
cybcranimii, 0COGEHHO BasRHOIO B
CIIy4asX JKelyI09HO—KUIIeTHOTO
KPOBOTEYEHILs, MUIIEBOIi Ieperpys-
K1 OEJIKOM U 3a10pa.

IlepBblii MexaHn3m — yMeHbIie-
HIE MOCTYILICHIUs aMMHIAKA U3 TOII-
CTOI KUIIKHU.

Hegcacvisarougueca anmu-
OuomuKu (aMUHOITTHKRO3UJIbI: HEO-
MUIMH, TAPOMOMUINH; pudarcu-
MUH — H3 rpynibl pudaMuiuna.
CyIecTBeHHBIM TTPEHMYIIECTBOM
pudakcuMuHa 1mepej; aMHHOTITHKO-
3UJIAMU CIIYsKHT OTCYTCTBUE Y HETO
necppororcuuecroro apderra. Cy-
TOYHAs 1038 PUPAKCHUMITHA COCTAB-
aster 1200 mr, pasnesnennas na Tpu
npueMa, JIHTelbHOCTD JICYCHUsT —
1—-2 nen.

Hegcacwvigawwueca cun-
memuuecrkue Jducaxapudot
(raxmynosa, iaxmumon). Jlak-
TYJI038 MOJKET UCHOJIb30BATLC JIJIA
[pueMa BHYTPb U B BIIE KIIH3M.

Tabn. 7
Unmepnpemayus pe3ynsmamos mecma c8A3u Yucen
Bpewms, ¢ Bannsbl Ctagua N3
<40 0 Het
41-60 1 0-1
61-90 2 1, 111
91-120 3 Il
>120 4 1I-111

Jlakmy.ioza - cuHTETHYECKUI
Jaucaxapuj, paciieradgonmicsa B
TOJICTOI KUIITKE HA MOJIOYHYIO U VK-
CYCHYIO KHUCJIOTHI, cHiRatmue pH
KUIITKK U HOJABJIAIONINE FRUBHE e -
TEJILHOCTH AMMOHHEIeHHbIX OaKTe-
puii, a Takske cuuzKaonue abeopo-
nuo ammunaka. /losa npenapara
HoAOUpaeTest MHANBUJYAILHO U CO-
crasiser 30-120 v B eyrku. Ilpn
HEBO3MOJKHOCTH MEPOPAIHLHOTO
MpPUMEHEHNsA JaKTYI03bl Ha3HAaYa-
1oTcs Kim3Mbl 13 pacaera 300 ma cu-
pona na 700 it Bojipl 2 pasa B ieHb.

CXO/IHBIM MeXaHUu3MOM Jieii-
CTBUsT 00J1a/1a€T IAKTO3a,, IIPHMEHSI-
I0IIASICS Y OOIBHBIX € JIAKTA3HOI He-
JOCTATOYHOCTBIO 1 HHTHOUTOPbI JIH-
caxapujas.

Bropoii mexanuam — cBasbIiBa-
HHEe  aMMuaka B
- bensoar narpua

- Dennaanerar

MexaHnusm jeiicTBUA: MOTYT
CBS3BIBATH AMMHAK B KPOBU ¢ 00pa-
30BaHHEM COOTBETCTBEHHO TUIIITY-
POBOIi KMCJIOTDI M (PEHUIALeTUIITILY-
TaMua.

Tperuii MexaHusm — cTUMYJIu-
poBaHie 00e3BpesKIUBAHUS aMMUA-
Ka B NeYeHH U  MbIIIax.

L-oprumun-L-acnapmam (lena-
Mepy)

Mexaunusm aeiicrBusi L-ophu-
mun-L-acnapmam (lena-Mepy ):

* OPHHUTHH CTUMYJHPYET aK-
TUBHOCTH OPHHTUHKAPOAMOIITPAH-
cpepasbl kapbamomipocparcurTe-
Ta3bl - OCHOBHOTO (pepMeHTa CUHTe-
38 MOYEBUHBI - B IIEPUIIOPTATHHBIX

KPOBH.

remnaTonuTax;

* acraprar cTUMYIUpyeT Iiy-
TAMHHCUHTETa3y B MEPUBEHOZHBIX
rernaTonuTax, MbIIAaX 1 FOJOBHOM
MOBre;

* OPHMTHH U acraprar camu
SABJIIIOTCA CyOCTpaTaMil IINKIIA CHH-
Te3a MOYEBHHBDI.

Buyrpusennas popma nenosn-
ayercs A Jgevenus takenoii [19:
no3a L-opuurnn-L-acmaprar co-
crasisier 20—40 r B gens. Popma
IS TIPHEeMa BHYTPb MOYKET KOMOU-
HUPOBATHCA C BHYTPUBEHHBIM BBe-
JIeHUEeM TiperiapaTa i, Ipu Jerkoi
19, naznavarses B Bujie Monorepa-
TN B CyTOYHOIT 103e — o1 9710 27 1B
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Tabn. 8.

Kpumepuu cocmoaHusa co3nanus (West Haven)

‘CTeﬂeHb 0 ‘HeT N3MEHEeHUI

CreneHb 1 HapylueHve puTma cHa, HecoOGpaHHOCTb, 3dopuUs Unn
©EeCnoKOMCTBO, CHWXKEHWE BHUMaHUS!, HapyLUeHWe cyeTa
(cnoxeHus)

CTteneHb 2 JleTaprust unu anatms, MUHMMarnbHasi 4e30puUeHTauUns BO
BPEMEHM U  MPOCTPAHCTBE, W3MEHEHUS  JINYHOCTH,
HeagekBaTHOE noeseneHve, HapyLLeHue cyeTta
(BbIMMTaHMSA)

CteneHb 3 ComMHOneHUusl, coxpaHeHne oTBeTa Ha BepbarbHble
CTUMYIbI, 3HaYUTENbHAs Ae30pUeHTaLnst

CrteneHb 4 ‘ Koma

Ta6n. 9
Ouenka acmepukcuca (West Haven)
Crenenb 0 Het
CteneHb 1 Penkuin xnonatowun Tpemop (1-2 gemxeHus 3a 30 c)
CrteneHb 2 HeperynsapHbein Tpemop (3—4 asmxeHus 3a 30 c)
CTteneHb 3 YacTbii Tpemop (5—-10 aBmxeHwnii 3a 30 c)
CteneHb 4 [To4TM NOCTOSAHHBIN XronawLwmnin Tpemop

Tabn. 10
OueHka 8pemeHu BbinonHeHua mecma csasu yucen (West Haven)
CreneHb 0 15-30 ¢
CreneHb 1 31-50c
CrteneHb 2 51-80c
CrteneHb 3 81-120 ¢
CrteneHb 4 >120 ¢ (HeCnoCoOHOCTL 3aKOHYUTL TECT)
Tabn. 11

Ouexka 3nekmpo3Hyeganozpaguu (West Haven)

CteneHb 0 Yacrtorta o-putma 8,5-12 konebanuiiB 1 ¢

CreneHb 1 YacToTa o-putma 7—8 konebaHun B 1 ¢

CreneHb 2 Yactota o-putma 57 konebaHuii B 1 ¢

CreneHb 3 YacToTa a-putma 3-5 konebaHuii B 1 ¢

CreneHb 4 YacTotao-putma <3 konebaHui B 1 ¢

nens. [ pu umrenasnom npuvenennn
(6-Mecsaunblii Kype 110 9 T B cyTRN
repopaiibio ) rnpenapat 3pPerTB-
Ho nipestoTBpaniaer penuans [19.

R MiororommonenTHbIM nipena-
param, 0bIaAI0NIM THII0AMMOHU -
eMUYeCKUM JIelicTBIeM, OTHOCUTCS
pactBop i ungysuii «Leracon As.
B ero cocras BxojsAT aprutun u s10-
JI0YHAA RUCIOTA, HPEIIICCTBeHHU-
KU COOTBETCTBEHHO OPHUTHHA 1 ac-
naprara — HeoOXOMMbIX KOMIIO-
HEHTOB I[NKIIa CHHTe3a MOYeBIUHbBI 1
LIyTaMHHCUHTETA3HOI pearuuu, a
TaKkKe CHoCOOCTBYET aKkTHBAINN
cunresa AT®, kopperin rumora-
ImeMun, BOCIIOJIHEHUIO jiepuinTa
BUTAMUHOB ( pubo(IaBun, MHPHU-
JIOKCHH ) .

Mpenaparbl gpyrux
rpynn

- AHTaroHuct 0eH30/1a3enHo-
BBIX PELEenTopoB - (prymMaseHunia

Mexanuam jieficTBIA: CTUMYJIH-
pywouiee jefictBue Ha roJlOBHOI
MOB3T.

JlosupoBka: B/B crpyiino 0,2—
0,3 Mr, 3aTemM RaneibHO D MTr/4.
[Mocue yayunenus cocrostaums 60b-
HOTO IepexojIAT Ha rpuem per os 50
mr/cyr. OreyrerBue HoJI0ARUTe]Db-
Horo d(@¢derra Ha spaenne gayma-
BEHIJIA CUNTACTCA HEOIATOIPIT-
HBIM HPOTHOCTHYECKUM ITPUBHAKOM.

- AMIHOKHCJIOTBI ¢ Pa3BeTB-
Jgennoii mennio (AKPLL) - ®ans-
KaMuH

Mexanuam jeficTBusA: yMeHb-
nienue GelKoBOro Karabojiu3Ma B
[eUYeH 1 MBIIIIAX, a TAKKE YIyu-
nieHe OOMEHHbIX MPOIECCOB B TO-
nopaom moare. ARPILL aBiasiores
BayKHBIM UCTOYHUKOM Oelka s
6oububIxX ¢ [19, KoTopbiM TpEOyeT-
51 OrpaHIeHIe NUIIEeBOro Oelka.

Peromenjyemas 103upoBra —
0,3 r/kr/cyr.

Takum 06paszom, aJIrOPUTM Te-
paneBTHYECKHX MEPOIIPUATHIT TIPN
119 upencrasnen B raduauie 7.

TpaHcnaaHTayms
neyeHu

[Tporpeccupyromasn 119, ne
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Tabn. 12
OueHKa yposHa ammuaka apmepuansHoli kposu (West Haven)

Crenenb 0 B Hopwme
CreneHb 1 YBenu4yeH fo 1,33 pasa OT BEPXHEN rpaHuiLibl HOPMbI
CreneHb 2 YBenuyeH B 1,33—1,67 pasa oT BepxHeW rpaHuLbl

HOPMBbI
CreneHb 3 YBenuyeH B 1,67—2 pasa oT BEpXHeN rpaHuLibl HOPMbI
CreneHb 4 YBenuyeH 6onee 4eMm B 2 pasa OT BEpXHEW rpaHu1Lbl

HOPMBbI

Tabn. 13
OueHka uxdekca I1C3
dakTop MHoxuTtenb | pynna KOHTpons, 3HayeHue
CocTosiHue co3HaHust 3 CrteneHb (Tabn. 1) * 3
AcTtepukeunc 1 CreneHb (Tabn. 2)
TCY 1 CreneHb (Tabn. 3)
cicln 1 CreneHb (Tabn. 4)
Ammunak 1 CreneHb (Tabn. 5)
Cymma S
WHpekc MNC3 S/28
Tabn. 14
Ielganesmtyecw&m J_ueueuwwmm?a.a“
ekomeHayemble | JlateHTtHas | M9 -l na - XpoHuyeckas
Mepbl na ctagun | IVctagun | nepcuctupyrowas
nd

AnumnHaums ++ ++ ++ ++
3TUOMNOMYECKmX
UM TPUITEPHbBIX
dakTopoB

+ ++ ++ +
CaHaums KuLKn
OrpaHuyeHune
nuwesoro 6enka

+ ++ ++ +
Jlaktynosa

++ ++ ++ ++
MeTabonuThl
OPHUTVHOBOIO + it it +
uukna
AKPL,

+ ++ + +
AHTUOMOTUKM

%) ++ ++ %)
dnymaseHun

1%) + ++ +

IMpumeuanvie: & - e peKOMEHJYeTcs1; + PeROMEHJYeTesl HHNBITYAILHO;
++ 6e3YCITOBHO PEKOMEHITYeTCS

nojyiaioniasca papmarorepanuin,
ABJIAIETCA MORa3aHneM K Hanpaslie-
HUIO TTalenTa B creruain3npo-
BaHHBIIi renaTolIormIeckuii ienTp ¢
1eIbI0 pellleHtsi BoIpoca Tpamc-
TUTAHTAINN TIeYeHN.
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lMeyinkosa enyepanonamis

I.JI. Raapurchra

Cydwacna mMojiests matorenesy ITE ipu roetpnx i XpoHITHIIX 3aXBOPIOBAHHAX MEYiHKI
¢ 6araropartopHOIo. OIHIM 3 OCHOBHIX TIHHIKIB B ITili MOJIEITi BHCTYTIAC TUTIEPaMO-
Hi€Mis1, 0 PO3BUBAECTBCS YHACTIIOK 3HUREHH: 3[IATHOCTI [Ie4iHKU 3HEIIKO/KYBaTH
aMiak B OPHITIHOBOM LMK i IIIyTaMiHCHHTETa3HOIl pearuil, a TAROK B pe3ylbTaTi
[IOPTOCUCTEMHOI0 HIYHTYBAHHs1 KPOBi. AMiak I1pU Ii/IBUIIIEHH] KOHLIEHTpAaLil B KPOBi
MPOHNKAE gepes reMaroeHtiedpaiaamii 6ap’ep i Hajac HePOTORCIIHITT e(perT TIepin
3a Bce Ha acTPOINTH, sIKi TICHO MOB’ si3aHi 3 (DYHKI[IOHYBAHHAM HEHpPOHIB. 3MiHa
OCTaHHIX MPUBOJINTS JI0 OABN KiIiHiYHNX o3Hak [1E.

Cunppomn TTE oxomnolors 1ICE, @ITH, npupojzkeni nedextn nukity cunresy
ceuoBrHU, cuHjipoM Peiie. [x Moskna kiacugirysarn Bij saTreHTHOL cTajiii 10 KOMU.
Jliarnocruka ITE 3acHoBana Ha kiaiHiuHNX anux st 1-4-ii crajiiii i Ha jannx jopar-
KOBOTO 00CTEeKCHHS [IJ1s1 JaTeHTHOI CTAl.

Jlirysanus [TE Bririouae RopoTROIacHe 0OMesKeHHsI BMiCTy GlTka B €T, epeBask-
He BUKOpHCcTanis pocinnnoro 6inka. Heobxiioro ymoroto sikysanms [TE y xsopux

. L ) .

HA 1IPO3 [IEYiHKU € YCYHEHHsI J03BOJIAII0UNX YNHHHKIB i [IITPUMEA M’ A30BOI Macu,
ska Gepe Ha cebe OCHOBHY POJTb B BHENTROREHHI aMiary B TIIyTaMiHCHHTETagHOl
peaxitii. OHIM 3 OCHOBHIX HANIPAMKIB (papmakorepartii I 1E € 3anskenn:a koHTenT-
pauii amiary kposi. Lle jocsaraerbes leKiibkoMa MexaHi3MaMu: NepHimii - SHUAKEeHHs
HAJIXOJIZKEHHS aMiary 3 TOBCTOT RUIIKN ( AHTHOIOTHRI, IO He BCMOKTYIOTHCS, i CHH-
TeTHYHI Ticaxapiyi ) , Apyruii - cKpiruieH s aviary Kposi (6eHsoar, (eninanerar),
TPeTiii - CTUMYJIIOBAHH:1 3HEIIRO/IKEHHS aMiaKky B OPHITIHOBOM 1MKJIL B [1e4iHIi i B
rITyTaMiHCHHTETa3HOI peakIiil B mediHii i M’ s3ax (opHiTiH-acnaprar) . Buropucro-
BYBaHH:A OCTAHHLOTO MEXaHi3MYy € OJTHIM iX TepCHeRTHBHIX HATIPAMIB B TiRyBaHHI
[1E, ocKiabKH 103BOJISIE CTUMY/IIOBATH OCHOBHI OpPraHu 3HEIKO/IZKEHHS aMiaKky y XBO-
PUX Ha XPOHIYHi 3aXBOPIOBAHH [IEUiHKU.

IIporpecytoua I1E, Henijrarinsa (papmakorepailii, € 10Ka30M /10 HAIIPaBJIEHH:
naujcHra B crieljjaisoBaHuii renaToloriYHuil LeHTp 3 MeTOIO PillIeHH: TAHHS TPaHC-
TUTAHTAI] TTIeYiHKI,

Liver encephalopathy

I.L. Klyaritskaya

The modern model of the LE pathogenesis at the sharp and chronic diseases of liver
is a multifactorial. Hyperammonyemia comes forward in this model one of basic
factors, developing because of decline of ability of liver to render harmless an ammonia
in ornytyn cycle and glutaminsynthetase reaction, and also as a result of the
portosystemic shunting of blood. An ammonia at the increase of concentration in a
blood penetrates over the gematoencefalyc hurdle and renders a neurotoxic effect
foremost on astrocytes which are closely associated with functioning of neurons. The
change of the last results in appearance of the clinical signs LE.

The LE syndromes engulf PSE, FPN, innate defects of cycle of synthesis of urea,
the Reye syndrome. They can be classified from a latent stage to the coma. Diagnosis
of LE based on clinical information for 1-4th stages and on information of additional
inspection for a latent stage.

The LE treatment includes brief limitation of maintenance of albumen in a diet,
primary use of vegetable albumen. The removal of settling factors and maintenance
of muscle mass which undertakes a basic role in rendition harmless of ammonia in the
glutamynsynthetase reaction serves as the necessary condition of the LE treatment at
patients with the cirrhosis of liver. One of the basic directions pharmacotherapy LE
is the decline of concentration of ammonia of blood. It is achieved it by a few
mechanisms: first is decline of receipt of ammonia from a colon (unsucked antibiotics
in and synthetic disaccharides) second is fastening of ammonia of blood (benzoate,
fenylacetat), third is stimulation of rendition harmless of ammonia in ornytyn cycle in
a liver and in the glutamynsynthetase reaction in a liver and muscles (ornytyn-
aspartat). The use of the last mechanism is one their perspective directions in the LE
treatment, because allows to stimulate the basic organs of rendition harmless of
ammonia at patients with the chronic diseases of liver.

Progressing of LE, unsuccessful pharmacotherapy, is a testimony to direction of
patient in the specialized hepatological center with the purpose of decision of question
of transplantation of liver.
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