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Cuanosvie kuciomut (CK) onpedensiiom cmenens 2u0poQuibHOCmu cooepiucaujux ux MoiexKyl1, ooies4aion ces3ul8anue u mpanc-
NOpM UOHOB, NOGLIUULAIOM GS3KOCb MYYUHOB, CIMAOUAUIUPYIOM CPYKmYypbl benkoe u memopan. Cuanioenukonpomeursl pasiuya-
1omcsi medxicoy coboll N0 Cmpoenuto, 8 MOM Yucie, yene0OHbIX yenetl, CBOUCMEAM, Mecmy J0KAIU3ayuu U OUOI02U4eckoll poiu 6
opeanuszme. K num ommnocsmes paznoobpasnle pacmeopumvie cekpemupyemvie Oenku, Myyurvl u npomeursvt memopan. Takoice
CK sasnaiomes cmpyKmypHvlmu KOMROHEHMAMU 2AH2IUOZUO0S, KOMOPbLLE YUACMEYIOM 6 00PA3068aHUU 6HEUIHE20 CI0s NAA3MAMU-
ueckux memopan. Cmenensb CUATUTUPOBANUS 2TUKONPOMEUHO8 U UKOTUNUOOG AGIAEMCS BANCHLIM (PAKMOPOM MOLEKVIAPHOSO
V3HABAHUS 8 KIemKe, MeXHCOY KIeMKAMU, MeAUCOY KNeMKOU U GHeKIeMOYHbIM MAMPUKCOM, A MAKICe MeXHCOY KIeMKOU U HeKOmo-
PuIMU BHEUHUMU Namo2eHnbiMu pakmopamu. Onu Mo2ym aubo MACKUPOBAMb CAlimbl PACNOZHABANUSL, TUOO CYICUMb demep-
munanmamu pacnosnasanus. K naubonee uzyvennvim pepmenmam oomena CK u cuanocodepacawux coeOunenuii OmHocames
N-ayemunnetipamunam yumuourmpancgepasa, cuaruampancgepasnl, cuaaudasa, arvoonasa CK u cuarun-O-ayemunscmepasa.
Mnozouucnennvie ucciedosanus NOKA3any, 4mo abeppanmuoe CUaIUposanue a6Aemcs OmaIULUMenIbHOU YePmoil paziuyHbIxX U3-
Menenutl u Hapywienuil memabonusma. Taxoice cuanosvle KUCIOMbL AGIAIOMCS OOHOU U3 NEPELIX MOYEK KOHMAKMA MeNCOy MHO-
2UMU PASTUYHBIMU NATNOLEHHBIMU MUKPOOPSAHUSMAMU U OP2AHUSMOM XO35UHA O1A200aps ux NPUCYMCmeuio Ha HapyICHbIX No-
BEPXHOCMAX KAEMOK U mKaHetl cauzucmou obonouxu. I1oamomy uzyuenue cooepircanus pasiuynblx Gpakyuti cuaiogvlx KUCIom
U QKMUBHOCMU (PEPMEHMO8, YHACMEYIOWUX 6 UX 0OMeHe, 6 NiazMe KpOsU U 8 MKAHSAX, d MAKJCe GIUSHUE HA AKMUBHOCMb IMUX
epmenmos ¢ nOMOWbIO N1eKAPCMBEHHBIX NPENAPAMos, MOJCem 6HeCmU CyuWecmeeH bl 6K1A0 8 OUACHOCUKY U C80€BPEMEHHOe
Jeqenue MHo2ux 3a001e6aHuil.

Touck numepamypvr ocyuwecmeusncs no 6azam dannvix Scopus, Web of Science, MedLine, The Cochrane Library, EMBASE,
Global Health, CyberLeninka, PUHL] u opyeum.
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Sialic acids (SA) determine the degree of molecular hydrophilia, relieve binding together and their transportation, they increase
mucin viscosity, stabilize the protein and membrane structure. Apart from that, SA are structural components of gangliosides
participating in the formation of the outer layer of the plasma membrane. The degree of silyliation of glycoproteins and glycolipids
is an important factor of molecular recognition in the cell, between the cells, between a cell and territorial matrix, as well as
between a cell and some outer pathogenic factors. They can either mask the sites of recognition or be determinants of recognition.
The most well-studied enzymes taking part in the SA metabolism and sialo-containing compounds are N-acetylneuraminate,
cythydiltransferase, sialyltransferase, sialydase, aldolase SA and sialyl-O-acetylesterase. Numerous investigations have shown
that aberrant sialylation is a specific feature of various changes and disorders of metabolism. Besides that, sialic acids are the first
point of contact for different pathogenic microorganisms and the host'’s body due to their presence on the external surface of the
cells and tissue of the mucous membrane. That is why the study of the above-mentioned various sialic acids fractions as well as of
the activity of the enzymes participating in their metabolism in the blood plasma and tissues, and of the influence on the activity
of these enzymes with the help of medicine can make an essential contribution to the diagnosis and treatment of many diseases.
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[Muko3mInpoBaHue pa3nuYHbIX MOJIEKYI KUBOTO Op-
raHu3Ma sIBIIsieTcs Haubosee pacrpoCTpaHEeHHBIM THIIOM
nx mMoaupukanyu. IIponeccsl TMTUKO3MINPOBaHUS MMe-
10T OOJIBIIOE 3HAYEHWE IS TOAJIEPKAHUS CTPYKTYPHI,
CBOWCTB M OHMOJIOTHYECKON aKTHBHOCTH CONIEPIKAIINX B
CBOEM COCTaBe yITIeBOJIHBIE OCTATKH BemecTB. Hapyie-
HUS TPOLIECCOB MIIMKO3WJIMPOBAHUS MPHUBOAST K CHHTE-
3y TIMKONPOTEWHOB WM TIHMKOJHIUIOB C M3MEHEHHON
¢byakmuend. Taxke MTUKO3UINPOBAHUE HEOOXOTUMO IS
(opmupoBaHHs M 00ECTIEYCHUS] TE€TEPOTEHHOCTH OENKOB
[1-3].

IIpocTbie u clI0XKHBIE YIIIEBOABI CaMH MO cede WIn B
coctaBe 0Oosee CIOKHBIX COCTUHEHUH BBIMOIHSIIOT BaK-
HeHImme QYHKIUUA MEXKKICTOYHOTO B3aMMOICHCTBUS,
CUTHAJM3AINK, CTAa0WIM3allUd W 3aIIUTHl OCJIKOB OT
MIPEKICBPEMEHHOTO MPOTEOIN3a, & TAK)KE CBA3BIBAHUS
W HeHTpanm3auu BUpycoB u Oakrtepmil. Kpome Toro,
MapKHPOBaHHbIE ITIMKAHAMH MOJIEKYJIbl OHMOIOTHYECKHX
KUJIKOCTEH, HampuMep, MHOTHE IIMKOIMPOTEUHBI KPOBO-
TOKa, Pa3TUYHBIE CEKPETHPYIOUINECS MOJEKYIbI, MOJ-
BIKHBIE KJIETKH B COCYJaX KPOBH, Y3HAIOTCS 0 UX yIe-
BOJIHBIM JCTEPMMHAHTAM MHOTOYHCICHHBIMU THUIIAMHU
JIeKTUHOB [1, 4].

OnHuMH U3 BaXXHEWIIMX TEPMHHAIBHBIX MOHOCAaXa-
PUAHBIX OCTATKOB INIMKAHOBBIX LIENEH pa3nuYHbIX HU3KO-
1 BBICOKOMOJIEKYJISIPHBIX COCTMHEHUI SBISIOTCA CHAlO-
BbIE KHCJIOTBI.

Lenbto maHHOrO 0030pa SBISETCS ONMHCAHHUE COBpE-
MEHHBIX MTPEICTABICHUI 0 3HAYEHUH CHAJIOBBIX KHCIOT U
(epmMeHTOB X OOMEHa B OpraHu3Me, U MepCHeKTHBE UX
WCIIOJIb30BAHUS B MEAMIIMHCKON MPAKTHUKE.

Cmpoenue u ponv cuanogvix xucaom. Cuano-
Boie kucnoThl (CK) sBmsrorcs N- u O-3amenieHHBIMU
MPOU3BOAHBIMM  HEHpaMUHOBOH  KHMCIOTBL, K ca-
MBIM B&)XHBIM TIPE/ICTABUTENSIM KOTOPBIX OTHOCSATCS
N-anerunueiipamuaoBsie kucnoThl (N-AHeilK, NANA,
Neu5Ac) (puc. 1) [5, 6].

CK o0manaror J0CTaTOYHO BBICOKOW PEaKIIMOHHOW
CTMOCOOHOCTBIO, UTO 00YCIIOBIEHO COJIEPKAHNEM Pa3IIHy-

Puc. 1. HelipamuHoBas kuciora.
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HBIX (DYHKIIMOHAIBHBIX TPYII B COCTaBE ATHX MOJEKYII.
Hanmuane cBoO0oaHO# KapOOKCHIIBHOM TPYTIITEI TO3BOJISET
OTHECTH UX K YUCITy OPTaHUYECKUX KUCIOT. OTpULIaTeIh-
Hbi 3apan CK ompenenser creneHb ruapopUILHOCTH
MOJIEKYJ, O0JerdaeT CBs3bIBAHHE M TPAHCIOPT HOHOB,
MOBBIIIAET BSI3KOCTh MYIIUHOB, CTA0MIN3UPYET CTPYKTY-
puI OenkoB 1 MemOpaH [7]. Takum oOpa3oM, HaJIUYKE U
KOJIMYECTBO ITHX MOHOCAXapHUIHBIX OCTATKOB OTIpeIelisi-
€T CTPYKTYpY, (PU3UKO-XUMUUIECKUE CBOWCTBA M BBIIOI-
HsieMble (DYHKIIMH CHAIOCO/ICPIKAIIUX COSANHEHHH.

CranoBble KHCIOTHI 3aHUMAIOT TEPMUHAIILHOE TTOJI0-
JKEHHE B OJIUTO- M TONHCAXAPUIHBIX IETISIX [TTHKOIPOTe-
WHOB U ITIMKOJUIHUIOB (TaHIJIMO3UI0B).

CHanormMKoNpoOTeHbl B 3HAYUTEIBHON MEpe pasiu-
YaloTCsl MEXIy COOOH MO CTPOEHMIO, B TOM YHCIE yIJe-
BOJIHBIX IIeTIeH, CBOMCTBAM, MECTY JIOKaJIM3aIllUH U OHOJIO-
TM4YecKoi ponu B opranusme. K HUM OTHOCSTCS pa3sHOO-
OpasHbIC PACTBOPHMEIEC CEKPETHPYEMBIE OCTKH, MYIIIHBI 1
MPOTEHHBI MEMOpPaH.

BosIbIIMHCTBO pacTBOPUMBIX CEKPETHPYEMBIX OEIKOB
(uepynoruasMuH, TpaHc(eppuH, SPUTPONOITHH, raITo-
100MH, (peTyrH, OPO3OMYKOUJI U JIP.) COAEPIKAT OCTATKU
CHAJIOBBIX KHCIIOT B COCTaBE NIIMKAHOBBIX IIETIEH.

MyuuHBl SIBISIOTCS KPYIHBIMH BBICOKOTIIUKO3HIIHU-
POBAaHHBIMU IVIMKOIPOTEHHAMH, HAXOIALIMMMCS Ha IO-
BEPXHOCTH SUTETHATBHBIX KIIETOK OaphepHBIX OPTraHoB.
Wx MonekymsipHblii Bec coctasisier 5x10°-3x107 [a, u3
KOTOpbIX 50—-80% Macchl MPUHAUICKUT YIIICBOAHBIM 11e-
M [8].

Kucnple MynuHsl copepkar B CBOEM COCTaBe OCTar-
KM CHAaJIOBBIX KHCJOT WM Cylb(arHbele Tpynnbl. OnHu
MYIMHBI CEKPETUPYIOTCS DIHUTCIUATGHBIMA KIETKAMHU
U YyYaCTBYIOT B OOpa30BaHUM CJIOS CIIM3H Ha MOBEPXHO-
CTH SIUTENNATBHON BBICTWIKH OpraHa, Ipyrue UMeEroT
TpaHCMEeMOpPaHHBIN JTOMEH U BXOAAT B COCTaB IVTMKOKa-
JuKca. MyIMHBI CO3AI0T 3alUTHEIN Oapbep, OmoCpeny-
I0T B3aUMOJICHCTBHE AMUTEINAIBHBIX KJIETOK C OKpY’Ka-
FOILIEH CPeIoi, y4acTBYIOT B Iiepe/iaue KIETOUHbIX CUTHA-
JIOB, OKa3bIBasl BIMSIHUE HA MPOLECCH Mponudepanun u
WMMYHoOJIOTHYeckue peakiuu [9, 10].

CHaJIOTTUKOKOHBIOTATHI B OOJBIIOM KOJHYECTBE MPH-
CYTCTBYIOT Ha ITOBEPXHOCTH KJIETOK, 00pa3ys IJIOTHYIO
CETKYy CHaJMPOBAHHBIX NIMKAHOB, U UTPAIOT PEIIAIONIYIO0
pOJIb B ITpoLeccax KJIETOYHOM KOMMYyHUKallMU. BHyTpeH-
HUE TOBEPXHOCTHU JHM30COMAIBHBIX H SHIOCOMAIBHBIX
MeMOpaH TaKke CHaTupoBansl [11].

Taxoxe CK ABISIOTCS CTPYKTYPHBIMH KOMIIOHEHTAMHU
TaHTIIMO3UI0B, KOTOPBIE OTHOCSITCS K TITNKOC(UHTOIHITH-
JaM. DTH JIMITUIBI YYaCcTBYIOT B 00pa30BaHWHU BHEITHETO
CJIOS TITIa3MaTHYECKUX MeMOpaH. ['aHTIInOo3H/IbI ¢ pa3HBIM
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KOJIMYECTBOM CHAJIOBBIX KHCIIOT OTIMYAKOTCA MO (yHK-
LIMOHAJILHBIM XapakTepuctukam [12 — 15].

CreneHb CHATMIMPOBAHUS ITTUKOIPOTEHHOB U TIIHKO-
JIMIUAOB SIBISIETCS BaKHBIM (DAKTOPOM MOJIEKYISPHOTO
y3HaBaHUS B KJIETKE, MEXKIY KIETKaMH, MEXTy KIeTKOH
U BHEKJICTOUHBIM MaTPUKCOM, & TAK)KE MEXKIY KICTKON U
HEKOTOPBIMHU BHEIIHUMH IATOTeHHBIMU (akTopamu [16].
Onm MoryT MO0 MacKMpOBAaTh CAWTHI pacIio3HaBaHUS,
100 CIYKUTH NETCPMUHAHTAMU PACIIO3HABAHMS.

OCTaTKy CHANOBBIX KUCIIOT ONPENEISIIOT BPEMs LUp-
KYJISIIIAU B KPOBH PA3IMUHBIX TIIMKOIIPOTEHHOB. B MHOTO-
YUCIICHHBIX MCCICOBAHUAX OBLIO YCTaHOBJICHO, YTO HA
MOBEPXHOCTH MAPECHXUMATO3HBIX KJIETOK TECYEHH HMe-
eTCsI NIMKOMPOTENH, TONyYUBIINN Ha3BaHHWE «CBS3bIBa-
foluii Oenok nedeHm» uiM cokpanieHHo «HBP, Hepatic
Binding Protein», KOTOpBIH y3HACT U yAAISET aCHAIOIIIH-
KOIIPOTEUHBI C KOHIIEBOM rajgakTo3ou [1].

OO0paboTka HPUTPOIUTOB JKUBOTHBIX CHAIHAIA30M
MPUBOJAUT K UX Pa3pyLICHUIO B TEUCHUE HECKOIbKUX Ya-
COB. Y YeJOBeKa B ATHX YCIOBUSAX BPeMs )KU3HHU SPUTPO-
IUTOB yMeHbImaeTcs co 120 queit no 2 gacos. HexoToprie
HCCJICOBATENN CUUTAIOT, YTO MOBBIILIEHHOE CONEPKaHUE
IJTFOKO3BI B KPOBHU SIBIISIETCS BAXKHBIM (DaKTOpOM, 00y-

Puc. 2. O6pa3zoBanne CMP-NeuSAc.

BUOXUMKA

CaBIUBAIONIMM yBenanueHue koinuuecta CK B memOpa-
HaX JPUTPOLUTOB, M, TAKUM 00pa3oM, MPOUICBAIOIINM
BpeMs JKHU3HH KPACHBIX KPOBSHBIX KJIETOK B KPOBOTOKE
JKUBOTHBIX C CaxapHbIM auadetom [17].

bnaromapst pasnoo6pasuto CK 1o cTpykType, TH-
My IIMKO3MIHBIX CBA3EH M CTPOEHHIO COACPIKAIINX 3TH
MOHOCaXapUAHbIC OCTAaTKH IVIMKAHOBBIX IIETCH, a TakKe
TepMHUHaJIbHOMY pacnosiokeHuto CK, He yauBUTENIBHO,
YTO JJaHHBIE YIJIEBOABI UTPAIOT MHOTOYHCIIEHHYIO POJIb B
npoiieccax ummyHurera [18].

Depmenmot oomena cuanosvix kuciom. K Han6o-
nee u3ydeHHbIM (pepmentam oomena CK u cuanoconep-
KaIlUX COCAUHEHUN OTHOCATCS N-aleTWiIHeHpaMUHAT
mutaaunTpancdepasa (CMP-NeuSAc-cunTasa), HEKOTO-
pele cuamunTpaHcdepassl, cuanuaasa, anpaonaza CK u
cuanui-O-aneTuicrepasa.

In vivo CK cunTesupyercst B IUTO3051€ U3 N-aleTus-
ManHO3amuHa (ManNAc) mimm N-aneTui-IimoKo3aMuHa
(GIcNACc) 1o clIoKHOMY METa0OoIHMUeCKOMY My TH [6].

M®-cuanoBas kuciora (CMP-NeuSAc) — emun-
CTBEHHBIH HyKJIeo3uIMOHO]ocharcaxap, BBIIOIHSAIO-
NIMHA B KMBOTHOM KJIETKe (PYHKIIMIO JIOHOPa CHAJIOBBIX
Kkncnot [ 1] u o6pasyronuiics B sApe B PUCYTCTBUH (ep-
MeHTa N-aretunaeiipamMusar nuruauiaTpancdepasst (EC
2.7.7.43) [19, 20]:

CTP + N-anerunuedipamunar <=> CMP-N-auerui-
HeipamuHar + PPi (puc. 2).

3arem [IM®-cuanoBasi KUCJIOTa TPAHCIIOPTUPYETCS B
anmapar [0k U CIy)KUT cyOCTpaToM ISl IIepeHoca
OCTaTKa CHaJIOBOM KHCIIOTHI Ha NIMKOKOHBIOTAT C TOMO-
HIBIO0 pa3IMYHbIX cHanuiTpancepas. BmemniatenbcTBo B
MIPOIIeCC aKTUBAIMK OTMEHSET JabHEeHIee CHaIHIpO-
BaHME, YTO MPHUBOAUT K TMOETN SMOPHOHOB Y MIIEKOIH-
taromux [20].

Cuamunrpancdepassl (ST) (EC 2.4.99.X) karanuzupy-
0T PEaKLHUIO epeHoca CHAIOBOI KHUCIIOTHI OT cyOcTpara-
nmoHopa muTuAuH-5’-MoHOpochar-CK (CMP-NeuSAc)
Ha CyOCTpaT-akIenTop — TEePMUHAJIBHBIA OCTaTOK Ta-
nmakto3bl (Gal), makto3sl (Lac), N-ameTunragakTo3aMruHa
(GalNAc) unm xe apyroit octatok CK. B nHacrosiee
BpeMs 3TH (pepMeHTHI ObUIH OOHApY)KEHBI y OaKTepHi,
BHPYCOB, B KJIETKaX Pa3iIMYHBIX OPraHOB MIIEKOIHTAIO-
nwx [5]. Cuanuntpancdepasbl MICKOIHUTAOIMINX JTOKA-
JM30BaHBI B anmapare [obmku 1 IpescTaBiIsaioT co0oi
MeMOpaHHbIE OEeNTKM ¢ TpaHCMEMOPaHHBIM JTOMEHOM M3
16-20 ocratkoB [21, 22].

Puc. 3. Peaknust nepeHoca or CMP-NeuSAc Ha cyOctpar-akuenrtop [48].
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VY uenoseka 20 cuanuntpaHcdepas M MOIUCHAIII-
TpaHchepas ObUM KITaCCH(PHUIMPOBAHBI Ha YeTHIpe
TpYINBl B 3aBUCHUMOCTH OT THMa oOpasyromeics cBd-
3M M TPHUPOABI akientopa yriepona. K HUM oTHoOcATCS
mecTh P-ramakro3un-o2—3-cuanmnrpancdepas (ST3Gal
I-VI), nmBe P-ramakro3un-o2—6-cuanuiarpaHchepasbl
(ST6Gal I-1I), mects GalNAc-a2—6-cuanunrpancdepas
(ST6GalNAc 1-VI), u mects a2-8-cuamunrpancdepas
(ST8Sia-I-VI, cpenn xoropeix ST8Sia-II m ST8Sia-IV
SIBJISIFOTCS TOJIMCHAITMIITPAHC(epazamu).

Hampumep, [-ramakrosna-o2-6-cuanunTpaHcdepasa
(KD 2.4.99.1) KaTajJu3upyer MIPUCOETUHEHNE
N-AHei#iK k koHIIEBOMy HeBOcCCTaHaBiuBaroiiemy [-D-
raJlakTO3MIIBHOMY OCTaTKy OJIMTOCaxapuaHoro (pparmen-
Ta TIMKOTPOTEUHOB U TIIMKOIUITHIOB!

CMP-N-anerun-p-neiipamunar + B-D-ramakro3min-R
— CMP + N-anetmn-o-uefipaMmuami-(2 — 6)-f-D-ranak-
To3ui-R.

B-D-ranakro3ui-(1—3)-N-anetun-B-D-ramakro-
3amMuHUA-02-3-cuammirpaacdepasza (EC 2.4.99.2) yua-
CTBYET B 00pa30BaHUH TaHTIHO3HIOB.

K rpynme cuamunrpancdepas TakKe OTHOCSATCS
0-N-aneTwiraiakTo3aMuHuI  o2-6-cuanmiTpancepasza
(EC 2.4.99.3), B-ramakro3una o2-3-cuanuntpancgepasa
(EC  2.4.99.4), ranakro3WaHalWITIUIEPOT  02-3-
cuammrpancgepaza (EC  2.4.99.5), N-aneTwiakTo-

3amuHHga  02-3-cumamwirpancdepaza (EC  2.4.99.6),
o-N-ameTmrHepaMuHUI-2,3-B-ramakro3un-1,3-N-
aleTUITaJIakKTO3aMHUHHU T 6-0-cuammiTpancdepasa
(EC 2.4.99.7), o-N-auerunHeiipamMuHar o2-8-CUaIui-
tparcdepaza (EC 2.4.99.8) u makrozmmepamun o2-3-
cuamuntpancgepaza (EC 2.4.99.9).

Hann4ue OomnbIioro kojauuecTBa cHajguiaTpaHcdepas
y YeIOBeKa W IPYTUX KUBOTHBIX SIBISICTCS €I OIXHUM
CBUCTEIHCTBOM MHOTOOOPA3Ms M BaYKHOU POIH COENU-
HEHUH, COJEPKaIIUX CHAJIOBYIO KUCIOTY [22].

Ampnomaza N-AHeiiK (N-anernnaeiipamunaar-N-are-
TWIMaHHO3aMUH 1Ha3a, N-acetylneuraminate lyase) (EC
4.1.3.3) npyHUMAET y4acTue B 0OpPaTUMOM aJIbI0JLHOM
pacmierieHu  N-aleTHIIHEHpaMUHOBON KHCJIOTHI Ha
N-anerunmanno3amut (ManNAc) u nupysart (puc.4).

N-anerunueripamuHatr <=> N-aneTui-D-MaHHO3aMUH
+ mupyBar.

Cuanar-O-anetmmcrepaza (SIAE) (EC 3.1.1.53) y
MIICKOITUTAIONIMX HMMEIOT JBE (OPMBI: LUTO30JIbHYIO
(Cse) u mu3ocomanbHyto / 3HI0cOManbHy0 (Lse) [23].

JlaHHBIN (epMEHT KaTalu3upyeT Peakivio ylaleHus
O-aleTWIbHBIX PYMI U3 CUAJOBBIX KHUCJOT IIyTEM pac-
meTUIeHusT CIIokHO3pupHOU cBsizu 4-O-Ac mwm 9-O-Ac
[24].

N-anerun-O-aneTuiiHepaMuHaT + HZO — N-aneTui-
HelpaMHHAaT + anerar.

Puc. 4. YpaBHenue peaknnu, Karanuzupyemoit ainpaonazoit N-AHeiK.

Puc. 5. Peakuns, karanusupyemas cnanuaasamu. R = -CH3 (N-auetnnneiipamunosas kuciora); -CH,OH (N-rmkonunineipamunosast

kucinota); R ‘= onurocaxapum, nunua, Oenok u T. 1. [49].
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9-O-anerunupoBanue u ae-O-aneTuIupoBaHue sBIIS-
[OTCS HamboJlee PacIpOCTPaHEHHBIMUA MOAU(DUKAIASIMUA
CHAJIOBBIX KHUCIIOT, OOHApY)KHBa€MBIX B CHAJOTTIHKO-
KOHBIOTaTax KJIETOYHON MOBEPXHOCTH MIICKOMUTAIOIINX,
KOTOPBIE MOTYT U3MEHSATH pa3Mep, THAPOPOOHOCTD, CyM-
MapHBIA 3apsi U AHTUTEHHOCTHh MOJIEKYJT. DTH MOIUpU-
Kallid MOTYT PEeryJupoBaTh pa3iuyHble OHOIOTHYECKUE
SIBIICHYISI, BKJTFOYAsI paCIO3HABAHUE YHIOTEHHOTO JICKTH-
HA, AHTUTEHHOCTH OITyXOJIH, CBS3BIBAHHE BHPYCA U aKTH-
BallMIO KOMIUIEMeHTa [25].

I'emarnmrotuaue  Bupyca rpumma C  HyXJgaercs B
9-O-aneTHIMPOBAHHBIX CHAIOBBIX KUCIOTAX JJIS CBS3HIBA-
HUS C KJIeTKaMH-Xo3sieBamu [26]. HKyOatmst 3puTpoIiuToB
¢ cuanar-9-O-aneTwncTepa3oil M3MeHsula YCTOWYHBOCTh
SPUTPOLUTOB K arIFOTHHAIMY BUpycoM rpumma C [27].

Heiipamununasza (cuanumaza) (EC 3.2.1.18) mnpen-
CTaBIseT COOOH DK30MIMKO3M/a3y, KaTaIN3HUPYIOIIYIO
yIaJIeHUEe KOHIIEBBIX OCTAaTKOB CHAJIOBBIX KHCJIOT M3 CH-
aJ103U10B (CHAJIOBBIX KUCIOTCOIEPKAIIMX OIUIOCaxapu-
JIOB) ¥ CHAJIOTITMKOKOHBIOTATOB (pHC. 5).

Y MIICKOTIHTAIONINX UMEETCS YEeThIPE TeHA, KOTUPYIO-
mux GpepMeHThl ceMelCcTBa HelipaMHHU1a3: HelpaMUHU-
nazy 1 (NEU1), neiipamunnnasy 2 (NEU2), nelipamuan-
nmasy 3 (NEU3, takxxe Ha3bIBAEMYIO TaHTIIHO3UACHATUIA-
30ii) u HeWipamunuaasy 4 (NEU4) [16, 28]. Otu yetbipe
CHaT/1a3bl UMEIOT Pa3HyIo JIOKAJIM3alHI0 B OpraHu3Me,
MPOSIBIISIOT PA3IMYHYIO0 CyOCTpaTHYIO Cen(pUIHOCTD U
¢usnonornyeckue ¢pynkuun. NEU1 Haxomutcst B JIM30-
COMax M yJacTBYET B DK30ITUTO3€, IMMYHHOM OTBETE, (ha-
TOIUTO3€e U cOOpKe ImacTUIHBIX BoJokoH. NEU2 nokanu-
3yeTcsl B LIMTO30J1€ U IJIa3MaTH4eCcKoil MeMOpaHe U yda-
cTByeT B an(depeHInpoBKe MHOOIACTOB M HEHPOHOB.
NEU3 u NEU4 neobOxommmbl mist audQepeHIInpOBKU
HEHPOHOB, aronTo3a u aare3uu, Ho NEU3 nokanuzoBaH
B IUTa3MaTHUeCcKoit MemOpane, Torna kak NEU4 naxomut-
Csl B JIM30COMAaxX WM B MUTOXOHJPUSAX U DHIOIIa3MaTH-
YECKOM peTukynyme [28].

Helipamunuiasbl, pacroyioKeHHbIE Ha MOBEPXHOCTU
KJICTOK ¥ BO BHYTPHKJICTOYHOM IPOCTPAHCTBE, MOTYT, C
OJTHOU CTOPOHBI, MHULIMUPOBATh KaTabOJIM3M CHAJIOTIIH-
KOKOHBIOTATOB, U, C IPYTO CTOPOHBI, OTIIEIUIATH OT HIX
OCTaTKH CHAJIOBON KHUCIIOTHI, PETYIUPYS, TAKIM 00pa3oM,
UX CTPYKTYpY U GyHKIuu [16].

B otnmame ot 6nocunTe3a de novo cuaioBoil KHCIIO-
ThI y OOJIBITMHCTBA 3YKAPHUOT, HEKOTOPHIE BUBI IIPOCTEH-
HIMX, TaKKue KaKk Trypanosoma cruzi (Bo3Oyaurensb 6oses-
au Illaraca wim aMeprKaHCKOTO TPUIIAHOCOMO3a), HC-
MOJIB3YIOT MOBEPXHOCTHYIO 0.2—3-TpaHC-CHaiuaa3y At
nepeHoca 2—3-CBS3aHHBIX OCTaTKOB CHAJIOBOM KHUCIIOTHI
HEIMOCPEACTBEHHO U3 CHATMIBHBIX TIIMKOKOHBIOTATOB XO-
3sIMHA HA KOHIIEBBIC OCTATKU [-TalakTO3hI MYIIMHOB-TIA-
pasuToB U 00Pa3yIOT CBOM COOCTBEHHBIC IOBEPXHOCTHBIC
CHAJTWIbHbIE TIIMKOKOHBIOTATHI [22].

Hcnonv3oeanue cuanogvix KUciom u ghepmenmos
ux oomena ¢ meduyune. Vicxons u3 BbIIIECKa3aHHOTO,
00CyXKTaroTcs U pa3padaThIBaOTCS CICAYIONINE HAIpaB-
JICHUsI UCTIONB30BAHUS CHAJIOBBIX KUCIOT U (PEPMEHTOB
X 0OMEHa B MEAMIIMHCKOM MPAKTHKE:

W3ydenne n pa3paboTka HOBBIX METOJIOB JICUCHHS Ha-
CJIEICTBCHHBIX 3a00JIeBaHUIl, CBI3aHHBIX C HAPYIICHUEM
MeTaboIM3Ma CHaJIOBBIX KUCIIOT y YeloBeka [29].

BUOXUMKA

AKTyanpHOW mpoOieMoll B MeIUaTpPUU  SBISIOTCS
BpPOXKJEHHBIE HapymeHns mmkoswianposanus (CDG) B
CHJTy UX MHOTOYHCICHHOCTU M TPYOHOCTH TUATHOCTHKHU
[30, 31]. Hanpumep, Npu4MHON CHAITyPHUH, TIPU KOTOPOM
HAOJIOMASTCS TIOBHITIICHUE YPOBHS CBOOOIHONM CHAIOBOM
KHCIOTHI, MOXkeT ObITh aedext rena GNE u cunte3 He-
MOJTHOLICHHBIX (pepMeHTOB Y][D-N-areTHIrIroK03aMHuH-
2-smuMepasbl/N-aneTiiiMaHHo3aMuH-KuHa3el  (OMIM
269921).

Heduuut NEU1 yenoBeka NPUBOAKUT K PA3BUTHIO JIU-
30coManbHOrO cranumposa (OMIM 256550), mpusopsiie-
r0 K BHYTPUYTPOOHOW WM MIIAQIACHUYECKOW CMEPTHOCTHU
[32].

AHanm3 CTereH: INKO3UIMPOBAHHS OEIIKOB H TIINKO-
JUTIIOB MOXKET UCTIOIB30BATHCS TSI AMATHOCTUKH Pa3-
JIUYHBIX 3a0oseBanuit [30, 33].

OrneHka W3MEHEHUH TIMKO3WINPOBAHUS Cenn(puye-
CKHUX TJIMKOTIPOTEMHOB W TAHIIHO3HUIOB, MO-BUANMOMY,
SIBIISIETCSL OIHUM M3 Hambosee MHOrooOCIaloIuX MoA-
XOJIOB JJISl OTIPEAEIICHNST OHKOCTIEIN(PUIECKAX MapKepOB
[34].

Jns psina omyxoneld HEMpOIKTOAEPMATbHOTO MPOUC-
XOKIeHHUs Oblla IMoKa3aHa HEOAKCIIPECCHs ANCHAIIOTaH-
[JIMO3UI0B, KOTOPBIC UTPAIOT KIIIOYEBYIO POIIb B HH(PHIIb-
TpAalUU OIMYXOJIEBBIX KIIETOK U 00pa30BaHUHM METACTa30B
[35], uTO nenmaeT AMCHAJIOTAHIIIMO3U[IbI TPUBJIEKATEb-
HBIMH MOJICKYJIIPHBIMU MUIICHIMHE JJI1 HMMYHOTEPAITHU
paka [36].

B pesynbrare TOKCHYECKOTO JEHCTBHA ATaHOJA B Te-
MATOIUTAaX HAPYIIAIOTCS MPOLECCHl TINKO3MINPOBAHUS
OEJIKOB M T'aHIIMO3UJO0B, YTO MPUBOIUT K TOSBICHUIO B
KPOBH YTIICBON-IC(PUIIUTHBIX TTHKOKOHBIOTATOB, HATIPU-
Mep, yrieBoa-neduuutHoro Tpancheppuna [37].

[Ipu arepockiepos3e B KPOBU MOSBISIOTCS ACCHATU-
POBaHHBIC JUTIONIPOTEHHBI HU3KOW IJIOTHOCTH, KOTOPBIC
CIOCOOCTBYIOT HAKOIUICHUIO d(h)MPOB XOJIECTEPHHA BHY-
TPH KIETOK, CTUMYJIUPYIOT MpoJu(epaluo KIETOK U
CHHTE3 COEIMHUTEIBHOTKAHHOTO Marpukca [38].

Onpenenenue conepxanust CK u aktuBHOCTH (ep-
MEHTOB, YYacTBYIOIIMX B X OOMEHE, B IIa3Me KPOBU
U TKaHSX. MHOTOYHCIICHHBIC IUTEPaTyPHBIC TaHHBIC
CBUJICTEIHCTBYIOT O MOBBIIICHUU COACPIKAHUS OOIINX U
CBOOO/IHBIX CHAJIOBBIX KHCIIOT B KPOBH M TKaHIX MpaK-
THYECKH TIPH JTIIOOBIX BOCTIAJMTEIIEHBIX TIPOIIeccax M dKC-
TpeMaJbHBIX BO3AEHCTBHUAX Ha opranusm [39 —42].

[loBpILIEHHOE CONEP’)KAHUE CHANOBBIX KHCIOT SIB-
JISIETCSL PACIIPOCTPAHCHHBIM SIBJICHUEM JUIS Pa3HUHBIX
3JIOKAYECTBCHHBIX KJIETOK, KOTOPOE COMPOBOKIACTCS
YBEIIMYEHHEM aKTUBHOCTH CHAJMITpaHC(epas, CHHUKe-
HUEM aKTUBHOCTH CHAIHUIA3bl W/WIH TOBBIIICHUEM IPO-
IYKIUH CHANOTIHUKONPOTenHOB [34, 43]. VYBenuuenwue
KOJIMYECTBa OOLIMX CHAIIOBBIX KHCIOT, aKTHBHOCTH CH-
anmunTpancdepas m HEHPOMUHHA3Bl B CHIBOPOTKE HIIH
IIa3Me KPOBH KaK MapKephl, MO-BUIUMOMY, TTOKa3bIBAIOT
XOPOIYIO UyBCTBUTEIBHOCTD K PA3IMYHBIM THUIIAM OHKO-
JIOTHYEeCKUX 3a00JIeBaHNH, HO HU3KYIO CIEIH()UIHOCTD,
YTO OrPaHUYMBACT UX WCIOIH30BAHUE JJISI PAHHETO BBI-
SIBIICHUS] U CKPUHUHTA paKa.

Hcnonp3oBanre WHTHOUTOPOB —CHANMITpaHC(Epas
(ST). IloBeIeHHast akTHBHOCTH 3THX ()ePMEHTOB IPHBO-
JIUT K CBEPXIKCIPECCUU CUATIOBBIX KUCIOT Ha KIETOYHOU
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BIOCHEMISTRY

MMOBEPXHOCTH U CIIOCOOCTBYET Pa3BUTHUIO TaKHX 3a00J1e-
BaHM Kak pak W Bocmaienue. [lostomy cmanmnrpanc-
(epasbl paccMaTpUBaIOTCA B Ka4eCTBE MOTEHIMAIBHBIX
JIEKaPCTBEHHBIX MUILICHEH AJIs JICUEHUS AaTOJIOTHUECKUX
COCTOSTHHI, TTOCKOJIBKY OHM KaTaJH3HPYIOT PEaKIHio Ha
MO3/IHEH CTaquu 00pa3oBaHus cuajorIiKana. Takum 00-
pa3oM, WHTHOHUTOPBI cuanuiITpaHcdepas MpercTaBiIsioT
MEIUIIMHCKUNA WHTEPEC, 0COOCHHO TSI JiedeHus paka. K
TOMY 7K€, HHTUOUTOPHI CHAIMIITPpaHC(epas SBISIOTCS Mo-
JIE3HBIM HHCTPYMEHTOM LTSI U3y4YeHUs (PYyHKIIUU CHAITNII-
TpaHchepas U CBI3aHHBIX C HUIMH MEXaHU3MOB [7, 14].

BosmoxxabiMu nHrHONTOpamMu ST MOTYT OBITH aHAJIO-
M CHaJI0BOM KHUCJIOTHI, aHajmord CMP-cuanoBoi Kucio-
ThI, aHAJIOTHM LIMTHUJIMHA U ApyTrue [14].

Cunamunrpancdepasbl 6akTepHaIbHOTO MPOUCXOXKIe-
HUS IIUPOKO UCTIONB3YIOTCS ISl CHHTE3a Pa3IUYHbIX CU-
aJI0CO/IepKAIIUX CTPYKTYpP, TOCKOIBKY OaKTepHabHbBIE
(epmeHTHl 00ManaoT THOKOH cyOcTparHON crenuduy-
HOCTBIO M IMPOAYKTUBHO SKCIPECCHUPYIOTCS B KJIETKax
Escherichia coli [44, 45].

Anpnonaza N-AHeiK karanusupyer odparumyio pe-
aKIMIO0, U TT0O3TOMY MOXKET OBITh MCIIOJb30BaHA ISl BbI-
COKOd((EKTHBHOTO XeMO(EpPMEHTHOTO CHHTE3a CTPYK-
TYpPHO pa3HOOOPA3HBIX CHAJIOBBIX KHUCIIOT B IPUCYTCTBUU
130BITKA MUPYBATa, YTO TAKXKE MEPCIIEKTUBHO JIsI CO3/1a-
HUS HOBBIX TE€paIeBTUUECKUX CPEACTB [46].

Hcnonp3oBaHne MHTHOUTOPOB CHATTHIA3.

WHruburops! HelipaMuHKU/a3 BUPYCOB TPHUIIIIA YeJI0Be-
Ka, Takue kak Penenza (3anamuBup — ZMV) u Tamudiro
(OcenpramuBup — OTV), ObUTH UCTIONH30BAHBI B KAUECTBE
3 PEKTHBHBIX JIEKAPCTBEHHBIX IMPENapaTtoB MPOTHB JIEH-
cTBUs BUpyca rpunma. OHako B MOCeaHee BpeMs MOsIB-
JISTFOTCS JIEKAPCTBEHHO yCTONYMBEIE IITaMMBI, TPeOyIoIre
HOBBIX MPOTHBOTPUIMIIO3HBIX Tpernapatos [47].

[larorennsie OakTepuaibHBIE CHATHIA3bl HAPYIIAIOT
PENpecCUBHYI0O NMMYHHYIO PETYIISIIINIO B3aUMOJICHCTBISA
Ha OCHOBE CHAJOBOM KHCIIOTHI U BBI3BIBAIOT MOBPEXKE-
HUE TKaHel X03g1WHa BO BpeMsl OaKTepHaIbHOTO CeICcHca.
[Ipenapar u3 AByx OakTepHaIbHBIX HHTHOUTOPOB CHAIIH-
Ja3bl ObLT UCMONB30BaH IS 3aLUTHl MBILICH, yMHUparo-
[IUX OT CETICHCa, B MOAEIH IEeKaJbHOTO JINTHPOBAHUS U
nysakiun (CLP) [21].

Takum 00pa3om, ¢ OIHON CTOPOHBI, MHOTOUHCIICHHBIE
WCCTIEZIOBaHUS TIOKa3aJIH, 9YTO abepPaHTHOE CHATMPOBAHNE
SIBIISIETCS. OTIIMYUTENBHON YEPTON Pa3IMUHBIX U3MEHEHHUN
W HapylleHud oOMeHa BeliecTB B opranusme. C apyroi
CTOPOHBI, CHAJOBBIE KHCIIOTHI SIBJISIFOTCSI OJHOW M3 Iiep-
BBIX TOYEK KOHTAKTa MEXIY MHOTHMHU Pa3lIUIHBIMH TI1a-
TOTEHHBIMU MHUKPOOPTraHU3MaMH M OPraHU3MOM XO35IMHA
Oaromapst MX IPUCYTCTBUIO Ha HAPYKHBIX TIOBEPXHOCTAX
KJIETOK M TKaHEW CIM3UCTOi obomouku. [TosTomy m3yde-
HUE COIEPIKaHUS PA3INYHBIX (PAKIUi CHAIOBBIX KUCIOT
Y aKTHBHOCTH ()epMEHTOB MX 0OMEHA B TIa3Me KPOBH U B
TKaHSX, a TAKKe BIMSHUE HA aKTUBHOCTH (PEPMEHTOB X
00MEHA C MOMOIIBIO JIEKAPCTBEHHBIX MIPENApaToB, MOXKET
BHECTH CYIIECTBEHHBIN BKJIa]] B AMATHOCTHKY M CBOEBpE-
MEHHOE JIeYeHHe MHOTUX 3a00JIeBaHuil.

duHaHcUpoBaHue. Vccredosanue He uMeno CHOH-
COPCKOLL NOOOEPICKUL.

Kondaukt nnTepecoB. Asmopul 3aaeraiom ob om-
CYymcmeu KOHQIUKmMa uHmepecos.
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