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Cunzpom Knibéepa Tuaupyer 1o 4acToTe BCTPEYaEeMOCTH U SIBJISIeTCS HauOoJlee MATKAM KJIMHUYeCKHM BAPHAHTOM
cpeay HAC/IeACTBEHHBIX runepouInpyounemMuii. Cuuraercs, 4To B OCHOBE ACTEHHYECKOr0 CHHAPOMA MPH 3TOH NaTOJ0rHH
JIE)KUT HeipoTokcHyeckuii 3p(hpeKT HEKOHBIOTHPOBAHHOTO OMIMPYOHHA. OIHAKO ACTEHHI0 MOJKHO OOBSICHHUTBH U COIYT-
cTByIO1IEii 3200/1eBaHNIO THIIepaMMOHUeMueii. B nipeacTaBiIeHHOM KJIMHHYECKOM CJIy4Yae 1eMOHCTPUPYETCs MOTeHIUAb-
HO HOBBIii MATOreHEeTHYECKHii ACHEeKT ACTEHHYEeCKOro CHHAPOMA NPHU 3TOM 3200/1eBAHUM U, BO3MOKHO, HOBAsl 1eJIb /IS
JIe4eHus1.
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Abstract

Gilbert's syndrome is a leader in frequency and is the most harmless clinical option among hereditary hyperbilirubine-
mia. It is believed that the neurotoxic effect of unconjugated bilirubin is based on the asthenic syndrome in this pathology.
However, asthenia can be explained by concomitant hyperammonemia. In the presented clinical case, a potentially new
pathogenetic aspect of the asthenic syndrome in this disease and, possibly, a new goal for the treatment are demonstrated.

Key words: asthenic syndrome, hyperammonemia, Gilbert syndrome.

Cunnpom XKunsbepa (CXK) — HaceACTBEHHOE ayTo-  JIGKHUT HEHPOTOKCHUYESCKHH 3 ()EKT HEKOHBIOTHPOBAHHOTO
COMHO-JIOMMHAHTHOE 3a00JIeBaHHE C HENOJHOH IeHe- OwimpyOuHA, 4TO OOOCHOBBIBAE€T CHUTYaTHBHOE JICUCHHE
TPAaHTHOCTBIO, KOTOPOE XapaKTepH3yeTcs IepeMekalo- ¢ NPUMEHEHHEM HMHIYKTOPOB KOHBIOTAlMH OMIMpyOHHA.
meiics HEKOHBIOTMPOBAHHOW  runepOmimpyonHemueii Ho acTeHMYecKMil CHHIPOM TakKe MOXET Pa3BUBATHCS
IIPM  OTCYTCTBMM TeNaTOLEIUIIONAPHOTO IOBPEXKACHUS W NPH runepamMmMmonuemun [2]. Panee y OoibHBIX C CHH-
nedeHu [6]. npomoM JKunpbepa He ompenernsiii ypOBeHb aMMHaKa B

3aboneBaHne JTUAMPYET 1O YAaCTOTE M SBISICTCS HaW-  KpoBH. HaneeMmcs, 4TO NpEeACTABICHHBIN HMKE Cilydai
Oosee MATKMM KIMHMYECKHM BapHaHTOM CpEIM Haciel- OyleT MHTEpPEeCeH Kak ¢ NMPAaKTHYECKOH, TaKk M C Hay4HOH
CTBEHHBIX HCKOHBIOTMPOBAHHBIX THIICPOMIMPYOMHEMUI  TOYKH 3pPEHHMSI.

4,5, 7] Knunuuecxuii cryuaii

OCHOBHBIM KJIMHUYECKUM TposiBieHueM CXK sBuseTcst Bonenoit b., 26 ner, obparmwicsa B UY3 «Kimuanuec-
yMepeHHasl WiIn ci1abast XKeNTyxa, Hepeko coueraromascs  kas OonpHua «PXK[-Menuiuna» ropoma XabGapoBck»
C acTeHH4YEeCKUM CHHAPOMOM. CHMIITOMBI, KaKk NpaBWio, C Kano0aMu Ha YCHJIIEHHE CIabOCTH, CHIDKEHHE paboTo-
YCHIIMBAIOTCS TIPH (PU3HUIECKOM U SMOIMOHAIILHOM YTOM-  CHOCOOHOCTH, MKTEPUYHOCTD CKJIEP U KOXHBIX IIOKPOBOB.
JICHUH, TIPHUEMeE psija MEIMKaMEHTOB, roJoJaHuy, MHpeK- 113 anaMHe3a KM3HM M3BECTHO, YTO ¢ 18-1eTHero Bo3pacra
muiX. B ocHOBe pa3BUTHS aCTEHMYECKOTO CHHApPOMa HaOJIo#aeTcsl 1Mo IOBOAY MOBBIMICHUS YPOBHsS 0OILEro
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OunmupyOrHa 10 36-52 MKMOJIB/JI 32 CUET HENPSMOM (pak-
mun. TpaHcamMuHa3bl cTaOWIIBHO HAaXOIATCSA B Ipeneniax
HOPMAJIBHBIX 3Ha4eHHHA. MapKepbl BUPYCHBIX T'elIaTUTOB
B u C — orpunarenbubie. YpoBHH (heppUTHHA, LEPPYIIO-
mna3MuHa B Hopme. B 2013 romy BhIsIBIIEHA TeTepoO3H-
rotHas myrtanus (6TA*7TA) rena UGT1Al. Ha done
MEPUOINYECKOTO IpUeMa KOpBajojia YPOBEHB OOILIEro
ounmupyOrHa cHrxkancs 10 29,2 Mkmoinb/i. B 2015 rony Ha
(oHe oYepeHOro yCyTyOIeH!s aCTEHHYECKOTO CHHIpOMa
U THIIepOTHPYOMHEMHH Y TTAMCHTA BICPBBIC BBIIBICHO
MOBBIIIICHHE YPOBHS aMMHaKa B KpPOBH 10 282 MKI/mi
(Hopma 16-60 wmkr/mi). JdampHe#mas IWHAMUKA YpOB-
Hell OmnmmpyOMHA W aMMHaka B KPOBH IIPEICTAaBIICHA Ha
pucyHKe. AKoroib ynotpebmnser 1 pa3 B 2-3 mecsua, mpe-
HMYyIIecTBeHHO | Ookan BuHa. He KypuT.
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Puc. Jlunamuka ypoBHe# OHInpyOUHa 1 aMMHaKa B KPOBH

IIpu ocMoTpe: HOPMOCTEHHUYECKOTO TEJIOCIOXKe-
HUSI, YIOBJICTBOPHTEIHFHOTO NMUTAHUS, CyOHMKTEPUIHOCTh
CKJIEp M KOXHBIX TOKpOBOB. IledueHb y Kpast peOepHOIt
IYTH, 2TacTHYHAs, 0¢300e3HEHHAs, CeJIe3CHKA HE Tajlb-
MHUPYETCS.

B o0mem aHamu3e KpOBH M MOYM OTKJIOHEHUH HE
HaiineHo. B OnMoxmMudeckoM aHaim3e KPOBU: YPOBEHBb
obmero OmnupyouHa — 67,7 MKMOJB/JI, TIPSIMON (pak-
Uy OWHpyOuHa — 5,8 MKMOJIB/JI, HEMPSIMOH (paKiuu
owmpyouna — 61,9 MKMOJb/1, ypoBEeHb aMMHaKa —
130 mxr/mi, akruBocth AJIT, ACT, I'TTII, I®, ypo-
BEHb IIIIOKO3BI M JIUMHUIHBINA TPOoQHIs B IIpenenax HOp-
MaJIbHBIX 3Ha4eHUi. MapKepbl BHPYCHBIX T'€IIaTHTOB —

OTpHILATEIBHBIE.
I[To nmanueiM Y3UM opraHoB OpIOMIHOH TMOJOCTH:
9XOCKOIIMYECKH  Pa3Mephl  MEYCHH  COOTBETCTBYIOT

HopMe (yieBas nonst — 54 mm, mpaBast gonst — 135 mm),
MapeHXHMa HOPMAIBHOH SXOTCHHOCTH, OJHOPOIHAS,
3BYKOIIPOBOANMOCTh COXPaHEHAa, JKEIYHBIA ITy3bIph HE
YBEIIMYCH, B IIPOCBETE JOIOIHUTEIBHBIX 00pa30BaHUi HE
BBISBJICHO, CEJIe3eHKa HOPMAIEHBIX Pa3MepOB.

[Tanmenty Ha3zHaueHo JeueHWe: L-opHuTHH-L-
acrlaprar 3 r 3 pa3a B JieHb IepopajbHO 3 MecsIa.
[penapartsl, conepkamue GpeHoOapONIT He HA3HAYAIUCE.
Ha ¢oHe nedyeHuss manmeHT OTMETHIN YITy4IIeHHE CaMo-
YyBCTBHA. SIBJICHHS aCTEHHYECKOTO CHHIpOMAa OBLIH
KynupoBaHbl. Uepe3 MecsIl JICYCHUS YPOBCHb aMMHaKa
BEpHYJICSI K HOpPMAaJbHBIM 3HAUCHHSAM, IIPH 3TOM
COXpaHsylach runeponaupyonHemMust 38-51 MKMOJB/J.
PexoMeHIOBaHO IMHAMHYECKOE OIpEICICHUE YPOBHS
OmTMpyOrHa U aMMHUaKa pa3 B MECSIIL.

PeBy.]'lLTaTLI u oﬁcymeﬂne

AMMOHUH, Hanbosee U3yuYeHHBIH U3 BCEX HEUPOTOK-
cuHOB. Tokcuyeckoe EHCTBUE MOJIEKYJbl peannu3yeTcs
yepe3 pa3BUTHE TUCHYHKIUH MeMOpaHbl KIETOK HEPBHOM
cucremsl. [Tockoneky NH4"u K* conoctaBrMbl BO MHOTHX
acIIeKTax, 3TU HOHBI MOTYT KOHKYPHUPOBATh HA MHOXECTBE
TpaHCMEMOPAHHBIX TPAHCIIOPTEPAX, BHI3bIBAS U3MEHEHHE
noreHuana Memopansl [8, 12]. Boicokue KOHLIEHTpAUK
aMMuaka MOTYT JeNOsIpH30BaTh HEHPOHBI THMIIIOKaMIIa
[3], usMmeHsATH MOPQOIOTHIO TeMaTodHIE(HATUIECKOTO
Oapbepa, Hapylas IPOXOXKICHHUE PA3TUUHBIX MOJIEKYI [9,
11] 1 ype3MepHO aKTUBHPOBATh IIyTaMaTHbIE PELIENTOPbI
N-metun-D-acnaprara (NMDA) B Mo3re. DTo IpUBOIHT K
uctomieHuio 3anacoB AT®, yBeIMUeHHIO BHYTPUKIIETOU-
HOUM koHueHTpauu Ca*" u rubenu KIETOK HEeHTPaIbHON
HepBHOI1 cuctemsl [10].

Crenens runepaMMOHHEMHUH KOPPENUPYET CO CTafueH
sHuedanonaruu. Ha craguu MuHuMmansHo# sHEdatona-
THUH OJHUM U3 OCHOBHBIX KJIMHUUECKUX MPOSBICHUN ABIA-
€TCsl aCTeHUYECKUIl CuHApPOM [2].

B mpexacTaBieHHOM KIMHMYECKOM cilIydae oOpariaer
Ha ce0s BHUMaHHME TOT (DAKT, YTO ACTCHWYECKHH CHH-
IpoM ObLT CBSI3aH HE CTOJIBKO C TUNEpOMIUpyOUHEMUEH,
CKOJIbKO C THIIEpaMMOHMEMHUEN. Y MNaluueHTa KyNupoBa-
HHE acCTEeHHMYECKOTO CHHJIPOMA IIPOM30ILI0 Ha (oHE Jiede-
HUSI OPHUTHHOM U HOPMaJHU3allK YPOBHSA aMMHaKa KPOBU

OpU COXpaHsoLelcss runepounupyonHemMun. OpHUTUH
IpeACTaBIsIeT cOOOW KIIFOUEBOM CyOCTpaT B I MOCTe-
JIOBaTeIbHBIX (PEPMEHTATUBHBIX PEaKLMii OPHUTUHOBOTO
uKiIa cuHTe3a MoueBUHBI (1uki Kpebca-Xenseneiita), B
pesyabpTare KOTOPOro aMMHakK, IpeodpasyeTcsl B HETOKCH-
4eCKyl0 BOAOPACTBOPHMYIO MOUEBHHY — INIaBHBIM KOHEU-
HBIA MPOAYKT OeNKOBOro oOMEHa, KOTOpasi B CBOIO Oye-
penb BeiaenseTcs noykamu. [1].

SlBngercs M rUIEpaMMOHUEMHS HEOTHEMIIEMOMU
gacTeio cuHapoma JKuiasbepa? Bo3aMoxHO, Y MAIllMEHTOB
¢ CX cHmKxeHa akTUBHOCTb ()epPMEHTOB, YYaCTBYIOLIUX B
JIETOKCUKAMU aMMOHuUs (KapOamunpocharcuHTeTassl u
ITyTaMUHCUHTETAa3bl), YTO U MPUBOAUT K THIEPAMMOHH-
eMuu. Inu Mbl CTOJKHYIMCH C MPUMEPOM CHUHXPOHHOM
TEeHETUYECKOW MyTaluu, 00yCIOBIMBAIOLIEH H3MEHEHUs
MeTabonu3mMa OmnupyOHHA U aMMHAaKa HE3aBHCUMO JPYT
or apyra? Jlns OTBETOB Ha 3TU BOIPOCHl HEOOXOAUMEI
JanpHeNIne uccaeJoBaHusl.

[IpuBeneHHbI KIMHUYECKUN cllyyail JI€MOHCTpHU-
pyeT HeoOXOOMMOCTh ONpEAeNeHUs ypOBHS aMMHaka B
KpoBHU Y OonbHBIX cuHApoMoM JKunbbepa. [lpu obHapy-
JKEHUH THIEePaMMOHHUEMHHU IIeJIeCO00pa3sHO HCIONB30-
BaTh B KaudecTBe 3(dexTuBHOro cpeacrsa L-opHUTHH-
L-acmaprar commacHO HHCTPYKUMH 10 NPHUMEHEHUIO
npernapara.

Jlumepamypa
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