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Cuanossie kucioTsl (CK) sBstoTCcsS MpOU3BOIHBIME HEHPAMHHOBOM KHUCJIOTHI U 3aHUMAIOT TEPMUHAIILHOE MOJIOKEHUE
B IIETISIX MOHOCAXapHIHBIX OCTATKOB Pa3JIMYHBIX IIMKOKOHBIOTaToB. bruonornyeckoe 3nayenne CK crnenyer paccmarpuBarb
C TOYKHU 3PEHUS UX JBOWHOHM POJH, TO €CTh OHM JIMOO MAacCKHPYIOT CalThl Pacro3HaBaHMUs, JTU0O0, HAIPOTHB, MPEACTABIIOT
co00if OMONOTHYECKYI0 MUIIECHb, IMO3BOJSSA ONPENeNSITh MX PELENTOpHBIM OelKaM M BBICTYNas B KauecTBE JIMTAH[A.
IIpoueccsl aecuanupoBaHue/CHATMPOBAHUE MOXKHO PAacCMaTpHBaTh KaK AMHAMHYECKYI0 MOAMUGHKAIMIO, PETYIHPYEMYIO
cuamITpancepazaMi U CHAIWAa3aMy B OTBET HA BHEIIHUE WJIM BHYTPEHHUE CTUMYNbL. B maHHOM 0030pe paccMOTpeHO
CTPYKTYpHO-(DYHKIIMOHATEHOE pa3HOOOpa3re 1 MOTeHIHANbHOe renonb3oBanne Gpakuunit CK kak OnoMapkepoB pa3iuaHbIX
MIATOJIOTHYECKUX COCTOSTHUM. [IpakTiuecku JIto0bIe SKCTpeMalIbHbIE BO3ISHCTBHS HA OPTaHU3M U BOCHIAUTENILHBIE TIPOLIECCH
IPUBOIAT K MOBBIMICHHUIO YPOBHA 0OmmX u cBoOogHbIX CK B KpoBM M TKaHAX. K BO3MOKHBIM NpUYMHAM YBEJIUYCHUS
coZieprKaHMs IoKazaTesel 0OMeHa CHaJIOTTIMKOKOHBIOIaTOB B OMOJIOTMYECKUX O0BEKTaX OTHOCATCS aKTUBALIUS B T€NaTOLUTaX
CHHTE3a U CEKPELUH Pa3IMYHbIX OSITKOB OCTPOM (ha3bl, MHOTHE U3 KOTOPBIX SBILIOTCS CHATONIHKONPOTEHHAMH, HapyIICHHE
[EJIOCTHOCTH MeMOpaH M paspylIeHHe KIETOK OpraHM3Ma, BBICOKAas aKTHBHOCTh cHainuaa3 (HeWpamMWHHIA3) W
cuamuntpancdepas. [Ipu OOJIBIIMHCTBE OCTPHIX U XPOHUUECKUX 3a00IEeBaHUH NIEUeHH, B KJIETKaX KOTOPOH CHHTE3UPYIOTCS U
DIMKO3UIHPYIOTCS MHOTHME OCJKH TUIa3Mbl KPOBH, OTMeYaeTcsi ymeHbleHue obmiero ypoBHs CK B CBHIBOPOTKE KPOBH.
AGeppaHTHOE CHAIMPOBAaHHE IPUBOIUT K U3MEHEHHIO CTPOCHHS, CIIOCOOHOCTH K BBIMOJIHEHHIO OHOJIOTUYECKUX (BYHKIUH
neprojga MoJypacrajga CHAJOTIMKOKOHBIOTaTOB. [JIMKO3WIMpOBaHWE sBIseTCS Hanbojee pacHpoCTpaHEHHON
MOCTTPAHCIIAUOHHON MonuduKanyeil OeKOB B BUpYyCe, KOTOpask HE TOJBKO CIIOCOOCTBYET 0Opa30BaHMIO CriClM(DUIESCKON
KOH(OPMAITHH BUPYCHBIX OCIIKOB, HO TAKK€ MOAYIHUPYET UX B3aUMOJCHCTBHE C PELIENITOPAMH U BIMSET HA PAaclo3HABaHHE
KJIETOK XO3SMHA, PEeIUIMKaluio BUpyca u nHPekuuoHHocts. Coneprkanne oommx CK B CHIBOPOTKE KPOBH MOBBIIASTCS
IPH HEKOTOPHIX JOOPOKAYECTBEHHBIX M BOCIAIUTEIBHBIX COCTOSHHSAX, YTO CBHJIETEIBCTBYET 00 OTCYTCTBHU
crneuu(UIHOCTH U OTPaHMUYMBACT MX HCIOJIB30BAHME VIS PAHHETO BBIABICHUS M CKPHUHUHTA OIyXOJEBBIX 3a00IeBaHUML.
KinHuko-auarnocTuyeckoe 3Ha4€HUE OIPEACIICHUs MToKa3aTeeil 0OMeHa CHaIOTIMKOKOHBIOTaToB, B TOM YHCJIE M3MEHEHHUS
coziepKaHus Kak oTAeIbHBIX ppakuuit CK, Tak 1 crienupuaeckux OSKOB B Pa3IMYHBIX OUOTIOTHYECKHUX )KUIKOCTAX M TKAHSX,
3aKJII0YAETCS B YCTAHOBJICHUH NPUYMH M MEXaHU3MOB OMOXMMHUYSCKMX HM3MEHEHHH B OpPraHM3Me MNpH ONpeneléHHBIX
3a00sieBaHUsIX. B coueTaHnn ¢ M3MepeHHeM CyIIECTBYIOIIMX MapKepoOB OHU MOTYT OBITH MCIOJIB30BAHbI IS YAy4LICHHS
MoKa3arenei JHArHOCTUKH, CTaJUPOBAHUS M MOHHUTOPHHIA TEPAEBTUYECKOTO OTBETA MPU HEKOTOPBIX MATOJOTHYECKUX
COCTOSIHUSIX, KOTJIa IOTPEOHOCTh B CIIENU(DUIHOCTH MEHBIIIE, YeM ISl THATHOCTUKH.

KiloueBble  cjoBa:  CHaJOBBIE  KHCJIOTHI;  CHAJONIMKOKOHBIOTATBl;  CHalWjasa;  cuanmitpaHcdepasa;
CHAJIIMPOBAHKE; ICCHATIMPOBAHUC
DOI: 10.18097/PBMC20226801007
BBEJIEHHUE pa3Iu4HBIX I[JIMKOKOHBIOraTOB. B mpupose H3BECTHO
6onee 80 mpexncraBurerneir cemeiictBa CK, koTopble
B macrosmiee BpeMs aKTHBHO —NPOMCXOAHT pMeOT pa3dMuHbIC 3aMECTUTENM B aMHHO- WM
KaK OTKPBITHE HOBBIX, Tak M IEPEOCMBICIHBAHUC rypOKCHIBHBIX Ipymax (puc. 1) [2-4].
crapeix (pakToB, Kacarmmmuxcs oOMeHa W (QYHKIUN
Moandukanun  yame  BCETO  BCTPEYArOTCS
CHAJIOBBIX KHCIIOT. N
B mnonoxenusx 4, 5, 7, & wm 9, mnpuuém

Tepmun ‘“‘cuanoBast KHCIIOTa” BIIEPBBIC IOSBUIICS
B 1952 romy nna ommcanus N-auneTunHeHpaMHHOBON
KHCJIOTHI KAK OCHOBHOTO IPOIYKTa, BEICBOOOXKIAIOIIIETOCS
MIPU MSATKOM KHCJIOTHOM THAPOJIH3€E TTIMKOJIHUIHIOB MO3Ta
WJIH CITFOHHBIX MYIWHOB [1, 2].

B TONIOXEHHUH 5 ompenensor nepBudable Gopmer CK:
N-anetunHeipaMmuHOBas KHUCJIO0Ta (Neu5Ac),
N-rmukonunueipamunoBast  kucinota (Neu5Ge) wu
2-keto-3-1e30kcuHoHOHOBas kucioTa (KDN) (puc. 2).

VY uenosexka xkonuuectBo TunoB CK MeHbIe:
npeobnagaer NeuSAc, nmanee CIeAylOT NPOW3BOIHBIC

1. CTPYKTYPHOE MHOT'OOBPA3SNE O-aI_ICTI/IJ'II/IpOBaHHBIC n O—HaKTI/IHI/IpOBaHHHC B OOKOBOM

CHAJIOBBIX KHUCIIOT

Cuanossie kucioTsl (CK) sSBIAIOTCS TMPON3BOIHBIMU
HEMpaMUHOBOM KHCJIOTHI W 3aHUMAIOT TEPMHUHAIBHOE
IMMOJIOKEHUE B HCIAX MOHOCAaXapuJIHBIX OCTAaTKOB

[T CHAJIOBOM KHCIIOTHI [5].

Takum 00pa3oMm, NINKO3WJIMPOBAHHE B [EIOM
U CHATUPOBAaHHE B YAaCTHOCTH OOECIIEUYMBAIOT OTPOMHOE
pa3HoOOpa3ue IIIMKOKOHBIOTATOB M 0COOEHHOCTH
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Pucynoxk 2. HeiipamuHOBasi KHCJIOTa M IEpPBUYHbIE (DOPMBI CHAJOBBIX KHCIOT. Neu — HelpaMHHOBas KHCJIOTA;
NeuSAc  —  N-ameTwriHelpaMHUHOBasT  KHCIIOTA; Neu5Ge —  N-TIUKONHIHEHpaMuHOBAS KHUCJIOTA;

KDN — 2-keT0-3-1€30KCHHOHOHOBAsA KMCJI0Ta.

ux B3aumojelcTBus ¢ peuenrtopamu. CK sBisiorcs

UACAIBHBIMH ~ MEIWaTOpaMH  TOHKOW  HAcCTPOMKH
MOBE/ICHHS KIIETOK.

Hanpuwmep, BUpYC rpuImna D (IDV),
OOHapy)XEHHBIH  NPEUMYLIECTBEHHO Yy  KpPYIHOIO

poraroro ckora, pacno3Haér 9-O-aneTHINpOoBaHHYIO
N-anerunaeiipaMuHOBYI0 kucioTy (Neu5,9Ac2) wu
9-O-aneTmnupoBaHHyI0  N-TITUKOJIMIHEHPAMIHOBYIO
kuciaory (NeuSGc9Ac). Bupyc rpunmma C (ICV),
KOTOPBIN SIBIISIETCS MATOI€HOM 4YeJIOBeKa, MpPEeANOoYUTaeT

Neu5,9Ac2, a He Neu5Gc9Ac [6].
8

2. CBOMCTBA U OCHOBHBIE ®YHKIUU
CHUAJIOBBIX KHUCJIOT

CK smnstoTest nomuyHKIINOHATEHBIME COSTUHEHISIMHI
C SpKO BBIpaXEHHOHW KuciaoTHocThio (pK, = 2,6).
Orpunarensubiii  3apsag CK  ompenensier  cTeneHb
rUApOQUIBHOCTH  MOJIEKYJ,  TEepMOCTaOMIBHOCTb,
YCTOWYMBOCTh K TPOTEONUTHYECKON Jerpajarud,
oOneryaeT cBA3bIBAHWE M TPAHCIOPT HOHOB, MOBBIMIACT
BSI3KOCTh MYLMHOB, CTaOWINM3UPYET CTPYKTYpHI OCIKOB
n wmemOpan [7, 8]. Hamnume wu  KOIMYECTBO
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3TUX TEPMHUHAIBHBIX MOHOCAXapUIHBIX OCTAaTKOB
OMPENEIISIOT CTPYKTYPY, HU3UKO-XUMHUECKUE CBONCTBA U
BBIMOJTHsAEMbIE (DYHKIIUU CHATIOCOICPIKAIIUX COCAUHCHHH.

CHanorIMKOKOHBIOTaThl (TTHKOTIPOTEHHBI i
FJ'II/IKOJ'II/IHI/II[BI) B 6OJ'IBH_IOM KOJIMYECCTBC HaAXOOATCA
B cOCTaBe MeMOpaH, 00pa3ys Ha MOBEPXHOCTH IIOTHYIO
CETKY CHAJHPOBAHHBIX TIMKAHOB U BEINOJIHAS BAXHYIO
poib B TpoIleccax KIETOYHBIX B3aUMOACHCTBHU.
BHyTpeHHHE  MOBEPXHOCTH  JIM30COMANBHBIX U
SHIOCOMANIFHBIX MEMOpaH TakXKe CHaIMpoBaHBl [2, 9].
BonbIIMHCTBO ~ pacTBOPUMBIX  CEKPETUPYEMBIX U
JU30COMAJIbHBIX OCJIKOB TOXKE COACPIKAT OCTATKH
CHAJIOBEIX KHCJIOT Ha KOHIAX MIMKAHOBBIX LIETIEH.

ITo onmnoii w3 kimaccudukamuii OMOTOTUUECKUX
¢yHkumii  yrmeBonoB pasiaudaor 4 rpynnel  [10]:
nepBasi — CTIPYKTYpHbIE U MOAYIHPYIOUIUE pOJIH,
BTOpasi BKIIIOYACT BHENIHEE (MEXBHI0BOE) paclio3HaBaHME,
TpeTbs — BHYTpPEeHHEe (BHYTPUBUIOBOE) PACIIO3HABAHUE,
YyeTBepTass — MOJNCKY/IsIpHass MUMUKpPHS, TIPH KOTOPOH
MHUKpPOOHBIE TATOTeHBl ‘‘yKpaimamT’ cebs CHaJIOBBIMU
KHCJIOTaMH, YTO IOMOTaeT UM YKJIOHSTHCS OT UMMYHUTETa
xo3auHa. 1 BO Bcex 3THX Ipoleccax B TOW MIM HHOU
crenenu npuHuMaror yuactue CK.

bnaromapss cBoeMy pacHojiOKEHHI0 Ha KIJIETOYHOU
nosepxHocT CK 3amumaroT MakpoMOJIEKybl U KIETKU
oT (pepMEHTATHBHBIX 1 IMMYHOJIOTHYECKUX atak. [lepron
MIOJyBBIBEZICHUS B CHIBOPOTKE KPOBH PErYIHPYETCS
9KCIIPECCHEN PELENTOPOB ACHOTIMKONPOTENHOB IIEUCHU.
OTH  penenTophl  CBS3BIBAIOT  HECHAIMPOBAHHBIC
IJIMKOTIPOTEUHBI, KOTOPBIE 3aTE€M YIAJISIOTCS U3 CBIBOPOTKU
myTéM 2HJ01MTO3a [8]. AcHanonepyoia3MUH YeoBeKa
ucuesayl W3 KPOBOTOKAa 4Yepe3 HECKOJIBKO MHHYT,
B TO BpeMsl Kak IEpHOA Ioiypacrajga HaTHBHOTO
LEPYNOIUIa3MIHA TIPU TEX XK€ YCIOBUAX JKCIIEPUMEHTA
coctaBnan mnpuMmepHo 56 u. Takoir xe 3ddekr
npu ynaneHud CK M MOSBIEHHMH B KaueCTBE KOHLIEBOTO
OoCTaTKa B TIIMKAaHOBOW IENH TaJaKTO3bl HaOIIoalics
U C JAPYTMMH CBIBOPOTOYHBIMHM TJIMKOTIPOTEHHAMM:
ranTormoOmHOM, (GeTymHOM, opo3omykouaoMm [11].
B I1a3MaTHIe CKUX MeMOpaHaX  TENaTOLUTOB
pacrmoyiaraloTcst  peuenTtopsl  JekTuHoB Thma C
(acuManoTIMKOIPOTENHOBBIE  PELENTOPHl), KOTOpHIE
n30MpaTeNbHO CBSI3BIBAIOT HE3AIIMIIEHHBIE OCTaTKH
rajakTo3pl WM N-aneTniarajakTo3aMHHAa B COCTaBe
TTIUKOIIPOTEMHOB. 3aTeéM KOHBIOTAaThl OKAa3bIBAIOTCS
B COCTaBe€ »J3HJOCOMBI depe3 KIaTPHUH-3aBUCUMBII
MexaHusm [12].

C npyroii cTtopoHsl, N-ITTMKO3WINPOBAHUE TOPMOHA
pocta (GH) mpomneBaeT ero IUPKYIAIUIO in Vivo
M ycunuBaeT  (apMmMakogMHAMUYECKUH  dPPeKT.
IIpu sTOM, ueM BbIlIe cTeneHb cuanupoBaHus GH,
TeM Oompmie mepuon ero monyBeiBeneHus [13].
Imuko3unpoBanue, B TOM YHCIIE CHATMPOBAHUE, SBIISCTCS
OIJHUM W3 OCHOBHBIX HAIpaBJICHUI NpPH MPOHU3BOICTBE
U ONTUMHU3AINH OModapManeBTHUIECKUX OEIKOBBIX
IpenaparoB i NPOMIECHUA in Vivo HUX IEPUOL0B
MoJypacmnajaa, B ToM uucne spurpomno3tua (3110), OCT
n uarepdpepona (MDH)-a2 [13-15].

O6paboTKa 3PUTPOLMTOB KMUBOTHBIX CHATHIA30M
MPUBOIUT K HX pa3pylICHHI0 B TEUEHHE HECKOJIbKUX
gacoB. Y ueloBeKa B ITUX YCIOBMSX BpeMs >XU3HU
SPUTPOLUUTOB yMeHbInaeTcs co 120 gueir no 2 wu.

[Morepss CK Bauser Ha NPOAOIHKUTEIBLHOCTH KU3HHU
TpoMOoUUTOB, OOHaxas ocraTku ranakrosdsl (Gal)
W CHOCOOCTBYS  pAaclo3HaBaHUIO  PEleNnTOpaMu
ACHAJIOTIIMKOIIPOTEHHOB M UX JAJTbHEHIIEMY (haromuTosy.
[Mono6HO 3puTpOLUTaM, IECHATHPOBAHHBIC TPOMOOIIUTHI
in vitro OBICTPO BEIBOAATCS M3 KpoBooOpamenus [11, 16].
[Ipu wuaumUpoBanum Streptococcus pneumonia
B KPOBOTOKE IPOUCXOJUT HAKOIUIEHHE OOJBILIOr0 4YMciia
JIECHATUPOBAHHBIX TPOMOOLIMTOB TOJA JAEHCTBHEM
OakTepuanpbHOW HelpamMuHUIA3bl. Takue TPOMOOIUTHI,
HecyIue yrposy 00paszoBaHHs TpoMOOB
B COCyHax, YAalAIOTCS C MOMOIIBI0 CIICIHAIBHOTO
AMR peuenTopa (Aschwell-Morell-Receptor)
B JIN30COMBI MapCHXUMAaTO3HBIX KIJICTOK NCYCHU,
IJe OHHM pa3pylIalOTCs, MPEAOTBpallas, TAaKUM 00pa3oM,
olmee 3apaxxeHHe KpOBH (CENCUC) W  MOBBINIAS
BBDKMBAEMOCTb  3apPa)XXEHHBIX  YKUBOTHBIX [17].
[Ipn AMUTENPHOM OXJAXICHUH TPOMOOIHTOB TaKXke
MPOUCXOAUT yBEIWYEHHWE  KOJMUYECTBA  OTKPBITHIX
OCTaTKOB  TrajakTo3bl  Ha  HX HOBEPXHOCTH,
MO9TOMY TeNaTOUTAPHO-3aBUCUMBIN KIMPEHC CHIDKAET
BOCCTAQHOBJICHHME  KOJHMYECTBA  TPOMOOIMTOB W
BBDKMBAEMOCTD IOCIe nepenuBanus [18].

B npoTHBOIOIOKHOCTE 3TOM MacKuUpyrOLIEW poiu,
obecrieunBaroeil KJIeTKaM KPOBH U CHIBOPOTOYHBIM
IJIMKONPOTEHMHAM 0ojiee JUIMTENbHBI CPOK JKWU3HHU,
CK TaKxKe NPEICTABIAIOT coboit MecTa
pacro3HaBaHUsl PAa3IMYHBIX DPELENTOPOB, TAKHX Kak
CCNIGKTUHBI M  CHUIVIEKH, a TaKKe TOKCHHOB
u MHKPOOPTaHU3MOB. JBa MHTUOUPYIOINX
pelenTtopa HMMMYHOITIOOYJIHMHOMOAO0HOTO  JIEKTHHA,
ces3biBatomero  CK  (Siglec), oaxcmpeccupyrorcs
TaKk  Ha3blBAEMBIMH  €CTECTBEHHBIMH  KWJIJIEpaMHU
(NK-knerkamu): Siglec-7 u Siglec-9. Ilpenmonaraercs,
gyTto Oompmioe xkommuecTBo CK Ha moBepXHOCTH
OIyXOJIEBBIX KIETOK PErylIupyeT LIUTOTOKCHYHOCTH,
onocpenoBaHHy  NK-kieTkamu, B3auMOAEHCTBYs
¢ Siglec-7 u Siglec-9 wu BbI3BIBas ocnabiicHUE
nyrei aktuBauuu NK-kinetok. Ilostomy BiusHue
Ha Siglec-7 u Siglec-9, a Takxe NOBEPXHOCTh
OIyXOJNIEBBIX KIETOK, NOKpeiTylo CK, wu3yuaercs
KaK HOBBII TepameBTHYECKHH IOAXON Ul YCHIICHUS
peaximu NK-knetok npotus paka [19].

Takum o6pazom, CK oka3bIBaroTCsi yHUBEPCAIbHBIMHU
MOJIEKyJIaMH, KOTOpPbIE OY€Hb TOHKO MOIYJIHPYIOT
OMOTIOTNYECKUE ¥ TTATOIOTHYECKHE KIIETOYHBIE MTPOLIECCHI.
[Hostomy CK  sgBustorcs  Hambonee  BHUIHBIMH
MPEACTaBUTEIIMU  MEIUATOPOB  MOJIEKYISIPHOTO U
KJIETOYHOTO Paclo3HaBaHMU.

buonoruueckytro pons CK MOXHO paccmarpuBaTh
C TOYKH 3pEHHS WX IBOWHON pOIHU, TO €CTh OHHU JHOO
MacKUpPYyIOT CalTBl paclo3HaBaHUs, JTH0O0, HANpPOTUB,
OPEACTaBIAIOT CO00Hl  OMOJIOTHYECKYyI0  MHUIIEHb,
I03BOJISISL Y3HABATh UX PELENITOPHBIM OCJIKOM U BBICTYTIas
B ponu nurasja [5]. Bo BpeMs cuHTe3a yreBoJHON YacTH
cuanormukokoHpiorata fgobasnenne CK wim ¢yko3s!
K  TEPMHHAJIBHOMY  OCTAaTKy  TaJaKTO3bl  MJIH
€ro IMPOU3BOAHOMY SIBISETCA CHUTHAJIOM 3aBEPLICHHS
CHHTE3a U NIPETATCTBYET AaJbHEHIIeMY YITUHEHHUIO HEeTH.

OTu  3pedble  YIIEBOACOAEpXKAIIHEe  CTPYKTYpPHI
pacmno3HaoTCAd CHEUHATbHBIMU JIEKTUHAMH, BKJIIOYas
Ooomprmoe  cemeiictBo curiekoB [14].  IIpomeccs
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JIECHATUPOBAHNS PEIETITOPOB TPUBOMAT K HM3MEHEHHIO
WX CIOCOOHOCTH B3aUMOJEHCTBOBATH C CUTHAJIBHBIMHU

MOJIEKyJIaMH. Hanpumep, JecHaIupOBaHue
nuHcynuHoBoro peuenropa (IR) mpuBoauT K MOBBIIIEHUIO
ero aktuBHOcTH (puc. 3) [20]. AOeppaHTHO
rmuko3unupoBanHbei IR He oOpasyer mmmepoB

W HE IMOJBEpPraeTcsi UyBCTBUTEIBHOMY K HWHCYIHHY
ayropochopminpoBanuo [21]. DTH  CUTHAIbHBIC
KacKaJpl MHTEHCHBHO H3YyYalOTCS B MOMCKAaX HOBBIX
TEPaNneBTHUECKUX MHUIICHEH I JIEYEHUS CaxapHOTO
JIabeTa M ero OCIOKHEHHIH.

Takum 00pa3oMm, Tporecchl JecuaaupoBaHue/
CHAJIMPOBAHUE MOKHO PACCMATPHBAThH KaK JUHAMHUYECKYIO
MoAN(HUKALIUIO, PETYIUPYEMYIO CHATHITPaHChepa3aMu U
cHainIa3aMi B OTBET HAa BHCUIHHC WJIM BHYTPCHHHE
CTUMYIBI [22].

Cuamunrpancdepassr (ST, KO 2.4.99) nHeoOXxomuMsI
I TpUcOoeduHEeHHMs  KoHIeBbiXx ocrarkoB CK
K OJIUTO- M TOJHMCAaXapWIHBIM IIETSIM DIIMKONPOTEHHOB
WIN TIUKOJNUNKAOB (TaHrmo3unos). Pasmuuatror 20 ST
(tabm. 1), xoTOpHIe OenmaT Ha 4 TPYNIbl B 3aBHCAMOCTH
OT THIA TIUKO3WAHOW cBsa3u (a2-3, a2-6, a2-8)
WIM TPETEPMUHATIBHOIO MOHOCAXapUJHOTO OCTaTKa
(ramaxTo3sl, N-aleTHirajakTo3aMHMHa WJIH Jpyrue
ocrarku NeuSAc) [5].

HncynHH
CHalI0BBIE KHCIOTEI

PellenTop HHCYIHHA

Hanpumep, p-ramakrozua-o2-6-cuanmunrpancdepasa
(Ko 2.4.99.1) KaTallu3upyer MPUCOETUHEHHE
NeuSAc K KOHIEBOMY HEBOCCTAHABIIMBAIOLIEMY
[-D-ranakTo3mWiabHOMY OCTaTKy OJIMITOCAXapUHOTO
(parMeHTa TIIMKOIIPOTEUHOB U TTMKOJIHUITH/IOB:

CMP-N-auerun-p-ueiipamunar + B-D-ranakrozmn-R —
CMP + N-arerun-o-Heiipamunmi-(2—6)-3-D-ramakrozun-R.

[-D-ramaxro3mn-(1—3)-N-anetn-3-D-ranakro3aMiuHUI-
o2-3-cuamuntpadcdepaza (KO 2.4.99.2) yuactByer
B 00pa30BaHUM raHIIUO3KUIO0B [23].

Cunammpaza (K® 3.2.1.18), xoTopylo Ha3bIBAIOT emié
HelipaMIHHa3a, KaTaIM3upyeT oTieruieHne octarkoB CK
OT YIIEBOAHBIX IIeTIel TIIMKOKOHBIOTATOB B pE3yJbTaTe
TUAPOIN3A OL-TJTMKO3UTHBIX CBSI3EH. JlaHHBIN
(epMeHT, JIOKAJIM30BAaHHBIH Ha MOBEPXHOCTH KIIETOK
U BO BHYTPHUKJIETOUHOM MPOCTPAHCTBE, MOXKET,
C OOHOW CTOpPOHBI, WHHUIMUPOBATH KaTa0OIU3M
CHAJIOTIIMKOKOHBIOTaTOB, a, C JPYIrOd CTOPOHHI,
ormemuATe or Hux octatku CK u perymupoBarb
TakuM  00pa3oM HUX CTPYKTYpy ©  (DYHKIIHH.
W3BecTHO deThIpe THUINAa CHATUAA3 MIEKONHUTAIOIIUX!
NEU1, NEU2, NEU3 u NEU4 (ta6:. 2). OHE KOAUPYIOTCS
pa3sHbBIMH TE€HaMH U XapaKTepHU3yIOTCs pa3IMYHOU
CcyOKIIeTOYHOI okanmu3anueit [22, 24].

Pucynok 3. JlecuanupoBaHue WHCYJIMHOBOTO perentopa ¢ momoibio cuanuaassl NEU1 uaaynupyer oOpa3zoBaHue

aKTHUBHOTO quMepa. AxantupoBaHo u3 [20].

Tabnuya 1. Knaccudukanus cuanunrpancdepas

I'pynna ST Hazsanue rpynnst ST Komuuectso ST B rpynmne
ST3Gal I-VI B-ramakro3ug-o 2-3-cuanmiTpancepassl 6
ST6Gal I-11 B-ranakro3ug-o 2-6-cuanunTpanchepassl 2
ST6GalNAc I-VI GalNAc-a 2-6-cuanunrpanchepasst 6
ST8Sia-1-VI a2-8-cuanunrpanchepasst 6

Tabnuya 2. Cuanuaasel (HeHpaMUHNIA3b1) MICKOTIATAIOIINX

NEU Cy6cTparsl Jlokanu3zanus B KJIeTKe Posnb
JIM30COMAIILHOE PACILEIUICHHE, PEryJISLHs KIETOYHBIX
OJIMTOCaXapHIHL, B JIN30COMAJIBHBIX U .
NEU1 o CUTHAJIbHBIX CHCTEM IIyTEM JE€CHaIMPOBAHUS
TIMKOTIEITU/IBI IUIa3MaTHIeCKOM MeMOpaHax 9
PELENTOPOB MIa3MaTHIECKOH MeEMOPaHbI
OJIMTOCaXapHIbl,
NEU2 TJIMKOTIENTU/IBL, B IJUTO30J1e muddepeHranys MUOOIacTOB U HEPBHBIX KJIETOK
TaHDIIHO3U Bl
WHTETpaJIbHBII MEMOpaHHBIN
NEU3 TaHIJIHO3UIBI 0EJOK, JIOKaIU30BaHHLIN B nudbepeHIranys HepPBHBIX KJIETOK, aromnTo3, aAre3us
IUIa3MaTUYECKUX MeMOpaHax
OJIMTOCaXapHIHL, .
9HJOIIa3MaTHIECKAN PETHKYIYM,
NEU4 TJIMKOTIPOTEUHBI, muddepeHranus HepBHBIX KIETOK, aroINTo3, aAre3us
MHTOXOHJPUH U JTH30COMBI
TaHIJIIMO3UAbI
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3. KIIMHUKO-IMATHOCTUYECKOE 3HAYEHNE
OITPEJEJIEHUA CUAJIOBBIX KNCJIOT
B BUOJIOITMYECKUX OBBEKTAX

ITocite 1960 1. MOSIBASIOTCS CBEACHUS 00 YBEINICHUU
comepxxkanuss CK B KpoBM TpH  pa3IMYHBIX
3aboneBanusx [25-27]. O6mwmit ypoBenbr CK sBisiercs
CyMMOU ABYX ()paKIHi: CBI3aHHBIX C TNTUKOKOHBIOTaTaMU
(6enok-, omuro- w junuacBaA3aHHBIX CK) u cBOOOIHO
MUPKYIUPYIOIIAX B KPOBOTOKE. B HopMe B KpoBHu
B CBOOOIHOM BHJE CHAJOBBIE KHCIIOTHI BCTPEYAIOTCS
B HE3HauuTelIbHOM KonnyecTBe [28, 29]. OmpeneneHue
comepxkanus (Ppakmuit CK B KpoBH H  TKaHSX
maér  uHpOpManHuio 00 AaKTUBHOCTH IPOLECCOB
CHaMPOBAHM/IEeCUATUPOBAHNS OCITKOB ¥ JIMIHIIOB
B opranmsme [28, 30].

Bnarog:[apﬂ MHOTOYUCJICHHBIM JaHHBIM Haquoﬁ
JIUTEPATypbl MOKHO OBUIO YTBEPXKAATh, YTO NPAKTHYECKU
TM00bIe IKCTpEMaNbHBIE BO3JCUCTBHS Ha OpPraHU3M H
BOCTIAJINTENBHBIE TPOLIECCH NPHBOIAT K MOBBIIICHUIO
YpOBHS 0OmMHUX W CBOOONHBIX CHAJNOBBIX KHCIOT
B KpOoBH M TKaHsx [25-27, 30-32]. Ho B To e Bpems
HUX Yy4YaCTUC UM MEXaHHU3Mbl U3MCHCHUA KOHHCHTpaL[I/Iﬁ
pasnuuHbiXx ¢paknuii CK B pa3sBUTHM NaTONOrHYECKHX
MIPOLIECCOB OBIIIM HE COBCEM TTOHSTHBI.

K BO3MOXHBIM TMPHYMHAM YBEIHUYCHUSI COACPIKAHUS
IoKasarejiei obMeHa CUAJIOTIINKOKOHBIOTaTOB
B OMOJIOTHYECKUX O0OBEKTaX OTHOCITCA:

1) AKTHBanus B TemaTolMTax CHHTE3a M CEKPELHH
Pa3IMYHBIX CHAJIOTIMKOIPOTEHHOB (OL;-aHTUTPHUIICHHA,
0L;-KHCJIOTO [JIMKOTIPOTEHHA, LepyniIasMHHa,
0L,-MaKpoII00yIMHa, TanTorIoOMHA M T.J.) B KadecTBe
otBeTa octpoii Gassl [33, 34]. IIpu 3TOM B KJI€TKaX MEYCHU
MOBBIMIACTCSI dKCTpeccus cuamuntpancdepas [35, 36].
Hexotopsie Oenkn octpoii (a3l (Hanmpumep, oL;-KHCIIBIA
[JIMKONIPOTEHH) B3aMMOACHCTBYIOT C HHTHOUPYIOIIUMHU
CHITICKAMH M YYacTBYIOT B PETYISIHUH BPOXIEHHOTO
MMMYyHHOTO oTBeTa [37].

2) Paspymenue kietok opranmnsma u oriermienne CK
OT coaepXamux WX coenuHeHui. M3BecTHo,
YTO MOBPEKICHHE KIETOYHOW MEMOpPaHbl HPUBOAUT
K BBICBOOOXKJCHUIO BHYTPHKJIETOUHOTO COAEPKHUMOTO U

HEKOTOPBIX MEMOpaHHBIX KOMIOHEHTOB. IlosTomy
Beienienue win cekperns CK U3 KJIeTKH MOXeT ObITh
pPE3YNIBTaTOM  TOBPEXKJACHHS  KJICTOYHBIX MeMOpaH

npu uHpapkre Muokapna [38]. Taxxke HaOmrOmaeTcs
MOBBIIICHHAs CHAJIN/a3Hasi aKTUBHOCTD B TUIa3M€ KPOBHU
npu ocTpoM MHbpapkTe Muokapaa [39].

3) Beicokas aktuBHocTh ST. AGeppaHTHOE
CHaMPOBaHHE  SBJISICTCS  OAHOW W3  OCHOBHBIX
XapaKTEPUCTHK 3JI0KAYeCTBEHHON TpaHChHOpMauu H
OXpaHSCT PAKOBBIC KJIIETKH OT TYMOPAIBHBIX U KJICTOYHBIX
3amMTHBIX cucteM [19, 40].

IMToseimennsie ypoHu CK, mo-BuauMomy, SBISIFOTCS
OOBIYHBIM SIBIICHHEM JUIS Pa3JIMuHbIX HEOIUIACTUYECKUX
KJIETOK U CBS3aHBI C BBICOKOM akTUBHOCTBIO ST, Hu3KOM
AKTMBHOCTBIO CHAJIN/IA3 ¥/MJIHM TIOBBIICHHOM MPOIYKIHeH
cuanuinukonporenHos [41, 42]. AxkrtuBHocTh ST
BO3pacTaeT €O CTaguel paka MOJOYHOM IKeJe3bl,
MO3TOMY IOCTIEZI0BATENbHbBIE U3MEPEHUS ITUX (PEPMEHTOB
MOTYT OBITh HAJEKHBIM MapKepoOM i MOHHUTOPHUHIA
aKTHMBHOCTH 3a00JIeBaHHMs M YCIEIIHOCTH IMOJ00paHHON
tepanuu [43]. B ciayyae MHOXECTBEHHOW MUEIOMBI
BbICOKasi skcmpeccus omgHod u3 dopm ST (ST3GAL6)
KOppEIHPYEeT C IUIOXHM TPOTHO30M y TammeHTta [44].
Camxenne ypoBas MPHK NEUl wu NEU4
OBUIO 3aperucTpUPOBAaHO B KJIETKaX paka TOJICTOi
kumku [45]. Ypoenp CK kak mnpu »sputpeMuu,
TaKk W IpU CyOJCHKEMHYECKOM MHEN03€ BO3pacTaeT
B cpegHeM Ha 42%, a colep:KaHHE O -KHUCJIOrOo
IIMKOIPOTEHWHA TIPH 3TOM yMeHbIraeTcs Ha 31% [33].

Ho copmepxanne o0mmx CK B KpoBH Takxke
MOBBIIIAETCS, KaKk OTMEYaloCh BHINIE, MPU HEKOTOPBIX
JIOOPOKaYeCTBEHHBIX U BOCIAIHUTENIBHBIX COCTOSIHUSX,
YTO CBHUJCTENBCTBYET 00 OTCYTCTBUH CHEIUPUIHOCTH
W OrpaHMYMBACT WX KCIOJB30BAHUE JJIsI PAHHEro
BBISIBJICHHSI M CKpHHMHTA paka [40].

Ornenka U3MCHCHU N TJIMKO3UITUPOBAHHUS
(B 9aCTHOCTH, CHAIIUPOBAHMUSI) HEKOTOPBIX ONPEACTIEHHBIX
[IMKOIPOTEHHOB, BO3MOXKHO, SIBIISIETCS OHUM M3 Hanboee
MHOT00O0CHIAIOMINX  [OAXOJOB  JUIS  BBISBICHUS
OHKOCHeIU(UISCKHX MapkepoB [46]. 3mokadecTBEeHHAS
TpaHCc(hOpMAaIHsL KIIETOK — FeTepOreHHOE MaTOIOTHIECKOe
COCTOSIHME, TIpH KOTOPOM HECKOJBKO MapKepoB
MOryT o0ecrmeyuTs Oojiee TOYHYHO HH(POPMAIHUIO,
yeM ofuH (Tabim. 3).

CuanupoBaHue MHUKPOOPTaHU3MOB clenayeT
aHAJIOTUYHOM CTpaTeruu, MO3BOJIsis UM JIy4llle BEDKHUBATh
B OpraHu3Meé XO3siMHa U TE€M CaMbiM MOBBIIIATh
BHUPYJICHTHOCTb. DTO MOXET OBITh JOCTHTHYTO TaKHMH
crmocobamMu kak monHbIH cuHTe3 CK B CBOMX KieTKax,
nonyderre CK 0T x03siiHa ¢ TIOMOIIBIO TPaHC-CHAJHIA3
B HEKOTOPHIX TPUMAHOCOMANIBHBIX IITaMMax WU
nepeHoc CK u3 CMP-muko3uaa Xxo3sMHa ¢ MOMOIIBIO
cuanuiTpancdepas, IKCIPECCHPYEMbIX HaTOTCHHBIMHU
OakTepHsIMH, HAIpUMep, TOHOKOKKamu [47, 48].

Tabnuya 3. HexoTopble OHKOMApKEPhl [NUKOIPOTEUHOBOM IPUPOJIBL

OHKOMapkep MonexkynspHas macca (ka) CrpoeHue 3aboneBaHue
NEPBUYHBIA OYSYHOKIIETOUHBIH
o-QeTonpoTeuH 70 [JIUKOTIPOTCHH
paK ¥ TepMUHOTEHHBIE OITyXOJIH
TUPEOTTIOOYITHH 660 [JIMKOIIPOTEHUH paK LIMTOBUIHOM >Keye3bl
ocreonontuH (OITH) 75 CHAJIOTJIMKOIIPOTEHH pax SSMYHUKOB
CA125 ot 200 go 1000 TJIMKOTIPOTEUH pax SIMYHHUKOB, PaK HICWKHA MaTKU
TIMKOIPOTENH .
CA 15-3 300 P PpaK MOJIOUHOH KeJe3bl
MYIIMHOBOTO THIIA
AKOBBI IMOPUOHAIBHBII o
P P 175-200 DIAKOTIPOTEHH PaK MOJIOYHOM JKeTe3bl
anture (PDA)
CD44 80-100 TJIMKOTIPOTEUH 37I0KaueCTBEHHAs MEJIaHOMAa
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I'muko3unupoBanue ABIIACTCS Hanboiee
pacnpocTpaHEHHOMN MOCTTPAHCIIAIMOHHON MOoIr(UKaITUeH
Oenka B BHpyce, KOTOpas HE TOJBKO CIIOCOOCTBYET
o0pazoBaHHIO criel(UIecKoil KoHpOpMaul BHUPYCHBIX
0elIKOB, HO TaKXe MOAYIHPYET WX B3aWMOICHCTBHE
C peuenTopaMd W BIHUSET Ha pPACIIO3HABAaHHE KIIETOK
X035IMHA, PEINIMKAIHNIO BUPYyca W HWH(QEKIHMOHHOCTD.
Bupychl BBIOMpAIOT KJIETKH [UIsl IOJyYEHHUS CBOMX
TEHETUYECKUX U CTPYKTYpHBIX MAarepuajoB, M, TaKUM
o0pa3oM, TINHMKO3WIMPOBAaHHE BUPYCHBIX  OCIIKOB
B 3HAUUTEIBHOM CTENEHW 3aBUCHUT OT OpraHE H
(hepmenTOB X03s51Ha [49].

Ha mnoBepxHOCTH BHpHOHa BHpyca TIpumma A
HUMEIOTCS TeMarnIIOTHHHUH, C IOMOIIbI0 KOTOPOTO BUPHOH
OPUKPEIUISIeTC. K IOBEPXHOCTH  KJIETKH-MHILIEHU,
u HeWlpamuHuzaasza, orwemsoomas CK or kinerodHoro
penentopa. KieTknm snuTenns BEpXHUX OTEIOB
peCHUpaTOpHOTO  TpakTa  YENOBEKa  COACPXKaT,
B OCHOBHOM, 02-6 cBszanHble CK, HIJKHHMX OTIEIOB —
0.2-3 cea3annbele CK (puc. 4). I[loatomy snunemudeckue
IITAMMBl BHPYCOB TpUINA, MPOSBISAS CHEnn(UIHOCTH
K 02-6-cBa3anHbiM  CK, 5erko penpogyuupyroTcs
B BEPXHHX OTJENax PECIUPaTOPHOrO TPaKTa YEIOBEKa,
AKTHBHO BBIJEIISIIOTCS B OKPYKAIOIIYIO0 Cpemy MpH PedH,
YMXAHWH, Kaluie ¥ 3PPEKTUBHO 3apaKaloT IPyTUX JIIOAeH
BO3/YyIIHO-KaMNeIbHbIM myTéM [50, 51].

Bupnorn SARS-CoV-2  mpexacraBiser  coboit
ceprueckuit OJITHOLIETIOYE€YHBII PHK-Bupyc.
I'enom SARS-CoV-2 KOZIUPYeT MHOKECTBO

BBICOKOITIMKO3WJIMPOBAHHBIX OEJIKOB, KOTOPHIE OTBEYAIOT
3a paclo3HaBaHUE, IPOHUKHOBEHHE, CBA3BIBAHHUE,
nepepaboTKy U maroreHe3 xo3suHa [52, 53]. CnaiikoBbie
Oenku (S) Ha moBepxHOCTH KopoHOBUpYyca SARS-CoV-2,
HEO0OXOMUMBIC IUISI TIPUKPEIUICHHS W TPOHUKHOBEHUS
BHpYyCa B KJIETKy X0341Ha, cogepxar octatku CK [54].

benok Bupyca S cBs3bIBaeTCS C  KIETOUHBIM
peuentopom ACE2, xoTopelif pacmpeneneH mo Bceel
MOBEPXHOCTH  Pa3HOOOpa3HBIX  KJIETOK  BEPXHHX
IeIXaTenbHBIX myTeit u nérkux [55]. ACE2 nHTeHCHBHO
ruKo3unupyercst kKak N-, Tak 1 O-DiuKaHaMH, KOTOpbIe
comepxkar CK [56]. SARS-CoV-2 moxer cBsizbiBath CK
Ha THOBEpXHOCTH KieTok uepe3 Oenmok S NTD, xotopsrit
TI03BOJISIET BUPYCY B3aUMO/ICHCTBOBATH C FAHIIIMO3UAHBIMU
MHUKPOJOMEHaMHI IIa3MaTndecKon MeMOpaHBI,
roe Takke Haxomurca pementop ACE2  [57].
Bricokass TpancmuccuonHas mnpupoxa SARS-CoV-2
OCHOBaHa Ha YHHUKaJIbHBIX CTPYKTYPHBIX
ocobeHHOCTAX ero Oeinka S, KOTOPBIA MOXET
cBa3bIBaTh He Tonbko peuentop ACE2, Ho um nmpyrue
MOJICKYJBI KJIETKH-XO35fMHA JUISI €ro IPOHWKHOBEHUS

Neu5Aca2,3Gal-R

HO OH ) OH
pH COO HO
H\7-07—0 O
0

B KIETKy. OJTo XapakrepHo mnia MHorux COV,
KOTOpBIE HCTONB3YyIOT Oenok S st cszbiBanus CK
Ha  TIOBEPXHOCTH  KJIETOK-XO35€B B  KauecCTBE
pelenToOpoB JUIsi MX NPOHWKHOBEHHUS BHYTPb 4epes
IUTa3MaTHYECKYI0 MeMOpany [57].

4) Bwicokasi akTUBHOCTh cuanuaas. JlecuanupoBaHue
CHAJIOTJIIMKOKOHBHKOI'aTOB MOXET HpI/IBOI[I/ITI)
K pACIO3HABAHHMIO MOJICKYJ TaJIAKTO30CHCI(DUICCKIMHU
JIEKTHHAMH, a TakKKe K Y3HAaBaHHUIO MaKPOMOJICKYJ
U KJIETOK HMMYHHOHM cucremoi. B  cocrase
YIJIIEBOACOACPKAIINX COeTUHEHUH KieTok kpoBu CK
CBs3aHA C TajJaKTO30M WK N-aleTHITrajJaKTO3aMHHOM,
KOTOpI)Ie MOFyT 6I)ITI) OHpCI[CJ'ICHBI COOTBCTCTByIOI_HI/IMI/I
JICKTHHAMHU Tociie (hepMEHTaTUBHOrO BhicBoOOKaeHus CK.
DPUTPOIUTHI CBA3BIBAIOTCS YEPE3 CBOU IEMACKHPOBAHHBIC
OCTaTKH TallaKTO3hl C TaJlakKTO30CIeNH(PUIeCKUM
peuentopoM (GaromuTOB W, B KOHEYHOM HTOTE,
MOTJIOMIAIOTCS U ACTPagupyroT [58].

CuHTe3 ¥ TIUKO3WIUPOBAHHE MHOTUX OCJIKOB
IU1a3Mbl KPOBH IPOUCXOIAWT B IedeHW. HaOmromaercs
yMmeHbmenne oobmero ypoBHs CK B criBOpoTke
KpoBH TIpH OONBIIWHCTBE OCTPHIX M XPOHUYECKUX
3a0oneBanuax medenn [59]. Hampumep, oOmras
koHIeHTparmss CK B CHIBOPOTKE KpPOBH y MAaIMEHTOB
C XPOHUYECCKHM TCHaTHTOM B CYIIECTBEHHO HIXKE,
YeM Yy 310pOBbIX Jtozei [60].

AHaJlu3 CTPOEHHS M COCTaBa YIVIEBOIHBIX LEINEH
IJIMKOKOHBIOTATOB B KPOBH AaET HHGPOPMAIIHIO 00 YPOBHSIX
U 3aKOHOMCPHOCTAX TJIMKO3HWJIHNPOBAHHUA OCHOBHBIX
DJIMKOIPOTEMHOB IIa3MBbl, BKJIIOYasi OEJIKH OCTpoit (ha3sbl,
HMMYHOITIOOYJIMHBI W anojJunonporeuHsl  [61].
AOeppaHTHOE  CHAaIMPOBAaHHE  MOXET  IIPUBECTH
K n3MeHeHunto conepxkanust CK kak B cocTaBe OTAEIBHOTO
CHAJIOINKOKOHBIOTaTa, TaK M MOBIHATh Ha ypoeHb CK
B Ouosormyeckux oObeKkTax. TpaHc(heppuH OTHOCHTCS
K HEraTUBHBIM Oe€JKaM OCTpoi (a3bl, U €ro CoIepiKaHue

B KPOBM  CHI)KAETCSs  INpPU  BOCHAJIUTENbHOU
peakuuu [62]. YMeHbLIEHUE MNPOLECCOB CHAIMPOBAHUS
CBIBOPOTOYHOTO TpaHceppuHa UCIIOIb3yeTCA

B KauecTBE CKPMHUHTOBOTO TECTa HA XPOHHUYECKOE
ynotpebienue ankorois [63] U BpoKAEHHBIC HAPYIIICHUS
ruko3unupoBanus [64, 65]. Ilpu ostom y sun
C aJKOroJbHOM 3aBHCHMOCTBIO OTMEYAETCs! MOBBILICHHE
koHueHTpauu CK B cpIBOpoTKE KpoBH [66].

AGeppaHTHOE TIHKO3WINpoBaHue IgA, Habmomaemoe
npu IgA-HedponaTum, nposBIsSETCS CHAIMPOBaHUEM
IpU OTCYTCTBUU OCTaTKa rajakro3bl B O-CBA3aHHBIX
IMKaHaxX OIapHApHOW obmact IgAl [67]. B pesynbrare
W3MEHEHHUSI CTPYKTYpHl MoJeKkynasl I[gA mpoumcxomut

HapymeHI/Ie ero KnnpeHca KJICTKaMH IICUCHHU,
NeuS5Aca2,6Gal-R
HO OH coor
N 0
HsC \« HO HO
0 (o)
HO O-R
OH

Pucynok 4. CtpykrypHbie GOpMybl 0.2-3- 1 0.2-6-CBSI3aHHBIX CHAJIOBBIX KUCIIOT.
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Tabnuya 4. TlpuMepsl HaCIIEACTBEHHBIX 3a00I€BaHMi, CBSI3aHHBIX ¢ HapynieHrneM oomena CK

OMIM Hassanue IIpnunna [IposiBnenus
aHOMallbHOE€ BHYTPHUKJIETOYHOE HAKOIJICHHE,
mytanud B reHe NEUI, pacrnoyiok€HHOM |a TakXe BBIBEICHHUE CHAJIMIIOINTOCAaXapUIOB
256550 | cuamunos yran p . a PHA
Ha 6p21.33. C MO4YOH; HaOmIOmaeTcs MPOrpecCHpyroIas
aTakcusi, MUOKJIOHYC, cynopord [71, 72]
nedext rena GNE 1 CHHTE3 HENOJHOLICHHBIX | MOBBILICHHE YPOBHS CBOOOIHOM CHAIOBON KUCIIOTHI
269921 | cuanypus tdbepmentoB V]D-N-aneTHNTIIOKO3aMHH-2- | B MOYe; OTMedyaeTcss HeOoblas 3aJepikKa
snuMepasbl/ N-alle THIMaHHO3aMUHKHHA3bI B MOTOpPHKE, YMEpEeHHO rpy0Oas damus [73]
CJ'IaGOCTb HpOKCHMaHbeIX U JUCTAJIBHBIX MBIIII],
nedekt rena GNE 1 cuHTE3 HEMOIHOICHHBIX M
GNE-muonarus HCTOIIEHUE BEPXHUX M HIDKHHX KOHEYHOCTEH
605820 ¢epmentoB V/1P-N-aneTmimoko3aMiH-2- o
(muonatus Honakn) U u30UpareNpbHOE  IMajsAliee  BO3ACHCTBHE
snuMepasbl/N-aleTHIMaHHO3aMUHKHHA3bI .
Ha 4eTHIPEXTIIABYIO MBIIIILY [74]
TakK Kak Ha remaronurax SKCIIPECCUPYETCS MHOTHUX IaTOJOTHYECKHUX IIporeccoB. Pa3paboTaHbl H
ACHAJIOTIIMKOTIPOTENHOBBIH peuenTop ASGPR, anpoOupoBaHbsl METOIbI, IO3BOJSIONINE MPOBOAUTH
pacrlo3HaMUil KOHEYHbIE OCTAaTKM TallakTo3bl W aHaiW3 OoJNbIIMX Ha0OpoB 00pa3loB HANEKHBIM
KaTabOoJIM3UPYIONIUI IgA. Iukodopmer IgAl wu BOCHpPOW3BOAMMBIM CIOCOOOM. YKe  BeAyTCs
OINPEHENAIOTCA KaK ayTOAQHTUIE€HBbI, YTO MPUBOAUT UCCIECIOBAHUSA YIIIEBOAHBIX MAapKEpOB I LEIOr0 psAna
K 00pa3oBaHMIO LUPKYIUPYIOIIUX WMMYHHBIX BOCHAIHATEIHHBIX U 3II0KaYeCTBEHHBIX 3a0oneBannii [61].

KOMILJIEKCOB, HEKOTOpPBIE M3 KOTOPBIX OTKJIAIBIBAIOTCS
B KJTyOOYKax, BHI3bIBAs MMOBPEXKICHHE MMOYeK [68].

Ipn MHOTHX MH(EKITMOHHBIX 3a00JIEBAHMSIX OOHAPYKEHO
M3MEHEHHE KapTUHBI 00mero mmkoswiupoBanus I1gG
B KpoBH. Y aHTHTeH-cnennpuiecknx I1gG, anru-Gal IgG
npu renatute B m C oOHapyxken crnenuduaeckuit
npoGuiab ITUKO3WINPOBAHMA, KOTOPBIH BKIJIIOYAET
CHIDKEHHE TaJIakKTO3UIIMPOBAHUS, a TaKXKe aCCOLUUPYETCs
C TSXKECTBIO 3a00JI€BaHUS U CTEIIEHBIO aCCOLUUPOBAHHOTO
noBpexJeHus neuenu npu renarure C [69, 70].

4. BPOXXJEHHBIE HAPYIIEHU S
ITIMKO3UJIMPOBAHIA

BpoxnaénHble  HapylleHMs  DIMKO3UJIUPOBAHMS
(CDG, ot anmi. Congenital disorders of glycosylation)
MPEICTaBISAIOT COOOH TEHEeTHYEeCKHM M KINHUYECKH
reTeporeHHyro rpynny u3  >130 3aboneBaHwmid,
BBI3BAaHHBIX JAe(PEeKTaMHM Ha pPA3NUYHBIX 3Tamax IyTH
MOoAN(UKAIUY TIUKAHOB, B TOM YHCIE CHAJIMPOBAHUS
(tabmn. 4). Ilonaemnsroriee OOIBITUHCTBO THX MOHOTCHHBIX
3a005IeBaHUH SIBISIFOTCST Ay TOCOMHO-PEIIECCUBHBIMU 1
UMEIOT MYJIBTUCHCTEMHBIC IIPOSIBICHUS, IJIaBHBIM
00pa3oM HEIOCTAaTOYHOCTh POCTA, 33JEPKKy pPa3BUTH,
JUCMOP(H3MBI JIMIA, @ TAKKe Pa3IWYHbIC HapyIICHHS
CBEPTHIBAEMOCTH KPOBH W OSHAOKPHUHHBIC HapyLICHUS.
OHH SIBISIIOTCSL pe3ysibTaToM Je(eKToB J100 B mpoliecce
OMocHMHTE3a  IpEeNUIECTBEHHUKOB  OJHTOCaxapHJoB,
an00 Ha OIpENeNeHHBIX CTagusIX COOPKH IJIMKaHOB,
YTO TPUBOAUT K OTCYTCTBHIO WIHM CTPYKTYpHBIM
W3MEHEHUSIM WX Ieneid. OTH 3a00JeBaHUI WMEIOT
MIAPOKUHA CTIEKTP KIMHUYECKUX ()EHOTHIIOB U MOPAKAIOT
MOYTH BCE CHUCTEMbl OPraHoOB C OCOOBIM YyIOPOM
Ha HOpPMaJlbHOE pa3BUTHE MO3ra W MHOTOYHCIIEHHBIE
(YHKIMM HEpBHOM, MEUYEHOYHOH, HKEITyIT0YHO-KUIICUHON
1 UMMYHHOH cucteMm [65].

3AK/IIOYEHUE

B nmocrienHue TONBI M3MEHEHHS  IPOIIECCOB
IJIMKO3WIIMPOBaHKs, B TOM 4YHCJIE CHAIMPOBaHHA, ObUIM
NpHU3HAHBl BaXHOW (EHOTHIHYECKOW OCOOEHHOCTHIO

Knuanko-quarHocTiueckoe 3HA4eHHE OIPEaesICHHs
nokaszareliei oOMeHa CHAJIOTTMKOKOH'BIOTAaTOB,
B TOM YHCJE HM3MEHEHHs COAEP)KaHUS KaK OTIEIbHBIX
¢pakuii CK, Tak u cienudruiecknx OSIKOB B Pa3IMIHBIX
OMOJOTHYECKUX JKUIAKOCTSIX W TKAHAX 3aKI09acTCs
B YCTaHOBJICHUH NPUYHH U MEXaHU3MOB OMOXMMHYECKUX
U3MEHEHUH B  OpraHu3Me INpu  ONpelesIEHHBIX
3a0oneBaHusix. B couetaHmm Cc = U3MEpEeHUEM
CYIIECTBYIOIIMX MapKePOB ATO MOXKET OBITh HCIIOIB30BaHO
JUTSL yIy4IIeHus roxa3zareJiei JIMarHOCTHKH,
CTamupOBaHUS W MOHHTOPHHTA TEPAIEBTHICCKOTO
OTBETa NIPHU HEKOTOPHIX MAaTOJOTHYECKUX COCTOSHUSX,
Korja TMOTpeOHOCTh B  CHENU(DUIHOCTH MEHBIIE,
YeM 11 AUArHOCTHUKU.

OUHAHCHUPOBAHUE

UccnenoBanne mnpoBOAMIOCH Ha HAayYHO-TEXHUYECKOH
6aze KeBCkoM TOCYyIapCTBEHHOH  MEIWIHHCKON
akagemuu U Cankrt-IleTepOyprckoro rocygapcTBEHHOTO
MeANaTPUIECKOr0 METUIIMHCKOTO YHUBEPCUTETA.

COBJIIOJEHHME OTUYECKHUX CTAHIAPTOB

Hacrostmast cratest HE  COAEPKUT  KaKUX-THOO
HCCIIEIOBAaHUMN C y4acTHUEM JIIo[el WM MCTOJIb30BaHHEM
’KMBOTHBIX B KaueCTBE OOBEKTOB.
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OF SIALIC ACIDS DETERMINATION IN BIOLOGICAL MATERIAL
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Sialic acids (SA) are derivatives of neuraminic acid; they are located at the terminal position in the chains
of monosaccharide residues of various glycoconjugates. SA play a dual role, they either mask recognition sites, or,
on the contrary, represent biological targets that can be recognized by receptor proteins and serve as ligands.
The desialylation/sialylation processes can be viewed as a dynamic modification regulated by sialyltransferases and
sialidases in response to external or internal stimuli. This review describes the structural and functional diversity
and the potential use of SA fractions as biomarkers for various pathological conditions. Almost any extreme effects
on the body and inflammatory processes lead to an increase in the level of both total and free SA in the blood and
tissues. Possible reasons for the increase of sialoglycoconjugate metabolism indicators in biological material include
activation of the hepatocyte synthesis and secretion of various acute-phase proteins, many of which are
sialoglycoproteins, violation of the membrane integrity and destruction of body cells, and also high activity of sialidases
(neurominidases) and sialyltransferases. Most acute and chronic liver diseases are characterized by the decrease
in the total level of SA in the blood serum (because many plasma proteins are synthesized and glycosylated
in hepatocytes). Aberrant sialylation results in changes of sialoglycoconjugate structure, its ability to perform biological
functions and half-life. Glycosylation is the most common post-translational modification of proteins in the virus, which
not only promotes the formation of specific conformation of viral proteins, but also modulates their interaction with
receptors and affects host cell recognition, viral replication and infectivity. Serum total SA concentration increases
in some benign and inflammatory conditions, which indicates a lack of specificity and limits their use for early detection
and screening of neoplastic diseases. Nevertheless, determining blood SA level and measuring concentration of existing
biomarkers can be used to improve diagnostic indicators, to stage and monitor therapeutic response in some types
of cancer, when the need for specificity is less than for diagnosis. Clinical and diagnostic value of determining
the sialoglycoconjugate metabolic indicators, including changes in the content of both SA fractions and specific proteins
in various biological fluids and tissues, lies in establishing the causes and mechanisms of biochemical changes in the
body in certain diseases.
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