HAVYYHBIN OB30P | Tom 13, Ne 1, 2025 HAVKA MOJIOJIBIX (Eruditio Juvenium)

VK 617.731-007.23-056.7-076
https://doi.org/10.23888/HMJ2025131113-126

IHouck HOBBIX JIA0OPATOPHBIX METOA0B AMATHOCTUKH HACJIEICTBEHHO
onTuYyeckoil Heiiponatuu Jledepa

A. JI. Yynposl 2, E. A. Tupoxumiil, T. B. Kazakosa® , O. B. Mapmmnckas®

! HaumonanbHblit MeMIMHCKMI MCCIe10BATENbCKHIA IIEHTp «MeKOoTpaciIeBoit
Hay4YHO-TEXHUYECKUI KOMIUIeKC « MUKpOXUPYprus ria3a» UMEHU aKaJeMuKa
C. H. ®enoposay (pumman), Operdypr, Poccuiickas Oeneparust

2 OpeHOyprekuii rocyjapcTBeHHbIH yHIBepeuTeT, Openoypr, Poccuiickas ®eneparms

Aemop, omsemcmeennwiii 3a nepenucky. Kazaxosa Taresina Butansesna, nauka@mail.ofmntk.ru

AHHOTALIUA

AkTyanbHocTh. OmnpeneneHne U BalUIAMs CHEIU(PUUSCKUX M HAIACKHBIX JHATHOCTHYECKUX
KPUTEPHEB MUTOXOHIPHAIIBHBIX 3a00JIeBaHUI, B YaCTHOCTH HACJIEJICTBEHHOM ONTHYECKON
Heliporiatun Jlebepa, CTaHOBUTCS HACYIIHOM MOTPEOHOCTHIO HAYYHOTO cooOIecTBa. B cBs3m ¢
3TUM B cdepe 1a00paToOpHOM TMarHOCTUKU aKTyajbHbl pa3paboTKa U ONTUMHU3ALMS IPOTOKOJIOB
o0cIieZIoBaHUS TMALMEHTOB, CBHJIETEIBCTBYIONIMX O HAPYIICHHUSIX (YHKIMOHAIHHOTO COCTOSHUS
KOMIIOHEHTOB JbIXAaTEIbHON L€ MUTOXOHIPHUH.

Hesb. JlaTh XapakTepUCTUKy OCHOBHBIM META0OIMUYECKUM N3MEHEHHSIM B OPraHU3Me, BOSHUKAIOLINM
IPYU MUTOXOHIPUATIBHON TUCHYHKLINH.

B o0030pe npeacTaBieHsl COBpEMEHHBIE TaHHBIE 00 OCHOBHBIX META0O0IMYECKUX U3MEHEHHSIX Y
NAlMeHTOB Ha (oHe IUCHYHKIUM MUTOXOHAPUA M JaHa XapaKTepUCTHKa OCHOBHBIM OHO-
XUMHYECKUM MapKepaMm MpHu HapylleHuU QyHKIIMOHUPOBAHUS AJIEKTPOH-TPAHCIIOPTHON LS H.
3akmovyenue. Kak mokasan aHanu3 OTEUECTBEHHOM M 3apyOeKHOW JIUTEpaTypbl, CIOKHOCTh
HACJIEICTBEHHOW onTHYeckoil Heiponarun Jlebepa, BBIpa)KEHHOM KIMHMYECKUM U OHO-
XUMHUYECKHM MOTUMOPPHU3MOM, 3aTPYJHSAET JUATHOCTUKY JAHHOTO 3a00JI€BaHUS U HE O3BOJISIET
BBISIBUTH €MHBIN pelieBaHTHBIM Onomapkep. OAHAKO BO3MOXKHO, YTO KOMOMHUPOBaHHAs OLICHKA
apaMeTpoB, XapaKTEePU3YIOUIMX pa3IU4Hble acleKThl MOpP(GO(YHKIMOHAIBHOTO COCTOSHUS
MUTOXOHJIPHM, MOXET CTaTh XOpOIIEW CTpaTerue B CKPUHUHIE M MOHUTOPHHIE TEUEHUS
onrtuyeckoi Heiiponaruu Jlebepa.
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ABSTRACT

INTRODUCTION: Determination and validation of specific and reliable diagnostic criteria for
mitochondrial diseases, in particular, Leber’s hereditary optic neuropathy, is becoming an urgent
need of the scientific community. In this context, the development and optimization of patients’
examination protocols indicating disorders in the functional state of the mitochondrial respiratory
chain components are relevant in the laboratory diagnostics.

AIM: To characterize the main metabolic changes in an organism in mitochondrial dysfunction.
In the review, modern data on the main metabolic changes in patients with mitochondrial
dysfunction are presented, and characteristics of the main biochemical markers of the electron
transport chain dysfunction are given.

CONCLUSION: As shown by the analysis of the domestic and foreign literature, the
complexity of Leber’s hereditary optic neuropathy manifested by the clinical and biochemical
polymorphism, impedes the diagnosis of this disease and does not permit to isolate a unique
relevant biomarker. However, a combined assessment of parameters characterizing various
aspects of the morphofunctional condition of mitochondria, may probably become a good
strategy in screening and monitoring the course of Leber's optic neuropathy.
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Cnucox coxkpaieHui

AT® — anenosuntpudocdar

I'KC — ranrnmo3Hble KJISTKH CeTYaTKH
3H — 3puTenbHBIN HEPB

M3 — MHUTOXOHAPHATBbHBIE 3200ICBAHI
M1 — MuTOXOHApPHATbHAS TUCHYHKITUSI

MTIHK — mutoxonnpuansHas JJHK

HOH — nacnencTBeHHbIE ONITUYECKUE HEUPOTIATUN
HOHJI — HacnencTBeHHast onTHdeckas HeifpomaTus
Jlebepa

sJJHK — anepnas JJHK

FGF-21 — daxrop pocta pubdpobdiactoB-21

GDF-1 — ¢axrop muddepenmmpoBku/pocra-15

AKTYyaJIbHOCTh

OnHOM W3 MPUYUH BHE3AIHOTO JBY-
CTOPOHHETO CHMIKEHUS 3PEHHUS Y JIUI MOJIO-
JOTO ¥ CpeIHEro BO3pacTa SABISAIOTCA
HACJIEICTBEHHbIE OINTHUYECKUE HeWponaTuu
(HOH), npencranstomue cooor TpyIiny re-
HETHUYECKH IeTepOreHHbIX 3a00J€BaHUN 3pU-
tenpHOro Hepsa (3H) [1]. Ilo manHbIM >mH-
JIEMHOJIOTUYECKOTO MOHUTOPUHIA Pa3HBIX
cTpan pacnpoctpaneHHocts HOH onenuBa-
ercs B oauH ciydaid Ha 10 Teic.—50 ThIC. Ue-
noBek [2]. Crnegyer OTMETHTD, 4TO HauboJee
pacnpoCTpaHEHHON Cpelrd TEeHETUYECKUX
npuuuH 3a0oneBanus 3H sBisercs Hacnen-
CTBEHHasi omnThueckas Heupornatus Jlebepa
(HOHJI), mpuBoasmias K mMoTepe IHEHTPaIb-
HOro 3peHus. [lomrMo 3pUTEIbHBIX Hapylle-
HUH, KOTOpBIE SBISIOTCS OCHOBHBIMH MPOSIB-
nenusimu  HOHJI, B HekoTopbIXx ciayyasx
JTaHHOE 3a00JIeBaHHE MOXKET COIMPOBOXKAATh-
Csl HapyIIEHUEM CepJIeYHON POBOJAUMOCTH U
HEBPOJIOTHYECKUMHU OTKJIOHEHUSIMHU (TIOCTY-
palbHBIN TPEMOp, aTakcHs, TMCTOHUS) [3].

[Tapagurmoii dhopMUpOBaHUST TAHHOTO
3a00JIeBaHUs JIOJTO€ BPEMSI CUHUTAIMCh TO-
YeuyHble MYTAllMU IUTOIIa3MaTUYECKUX Te-
HOoB wmuToxoHApuansHoit JIHK (MTJHK).
Opnaxo B 2017 r. yueHbIMU OBLITN BBISIBICHBI
U siIepHbIE T€HbI, N3MEHEHUE IeHEeTHYECKOI0
MaTtepuana KoTopelx Bbi3biBaroT HOHIJI-
nonoOHbl penotun. Ha ¢done n3meHenus
MUTOXOHJIPHAJIBHOTO U SJIEPHOTO I'€HOMa Yy
nanpentoB ¢ HOHJI mpoucxonut Hapyie-
HUE OKHCIUTENHHOro (PochopriInpoBaHUs
MUTOXOHJIPHH, B pe3ysibTaTe 4yero u3MeHseT-
csi OayaHC BHYTPHUKJIETOYHON OHMOIHEpreTu-
KM, TIOBbIIIAeTCs 00pa30BaHUE aKTHUBHBIX
dopm kucnopoza [4]. Knunnuecku nedexts
B (DYHKUMOHHUPOBAHMM MMTOXOHAPUN TIO-
pa3sHOMY MpOSBIISIOTCS CO CTOPOHBI KOH-
KPETHBIX OpPraHoB M TKaHeH, OJHaKo, B
NEepBYIO OYepe/ib, CTpalaloT Haubosee sHep-

rosaBucumMble. M3BECTHO, YTO TaHIJIMO3HBIC
kietku cerdatku (I'KC) B mpemamuHapHOU
YacTH MaNWUIOMAKYJISIPHOTO My4YKa U UX aK-
COHBI 0CO00 YYBCTBUTEIBHBI K HapyIICHUSM
roMeocTa3a MUTOXOHJIPUHM, IOCKOJBKY Xa-
PaKTEepU3yIOTCSI BBICOKOM MeTab0INYeCcKOi
AKTUBHOCTBIO M IHEPTreTUYECKUMH TMOTpPeO-
HocTAMHU. BcenenctBue HapymieHus GpyHKIUU
MUTOXOHJIPUI TPOUCXOJUT AMONTOTHYECKAs
rubens ['KC 1 ux akCOHOB, 4TO MPUBOAMT K
pazBuTHIO yacTu4yHOH arpoduu 3H [5].
HecmoTtpst Ha IMpPOKHUiA CIIEKTP KIUMHU-
YECKUX METOJIOB HCCIICIOBAHUM, MPUMEHSE-
MBIX BpauyaMu—o(TaabMoJoraMu, mnpodiema
TouHOH nocrtaHoBku auarHoza HOHJI ocra-
eTCsl 3aTPYyAHUTEIBHOM Ma)Ke ISl OMBITHBIX
CIIELUATIMCTOB. DTO CBSI3aHO C TE€M, YTO JIaH-
HbI€ HACJEACTBEHHOI'O aHaMHE3a HE BCerna
YKa3bIBAIOT HAa HACJIEJACTBEHHBIN IeHe3 ONTH-
YecKoil HeWpoIaTuu, a Takke 0O0YCIOBICHO
0COOCHHOCTSIMU  (DEHOTUITUYECKOTO TPOSB-
JeHus TeHetudeckoro 3@dexra (HemogHas
MEHETPAaHTHOCTh, BapuaOeJIbHAs IKCIIPECCHS )
U Pa3HOOOPa3HBIMU KIMHUYECKUMHU MPOSB-
JIEHUSMH, KOTOpPBIE CKPBIBAIOT TJIABHYIO
NIPUYUHY CHMKEeHMS 3peHus. [lo nanaeiM H.
JI. lepemer, u ap. 1o 60% nanueHToOB ¢ aU-
arHOCTHpOBaHHBIM 3aboneBanueM 3H ompe-
JIEJICHHOW ATHOJIOTHH HWMEIOT COBEPIICHHO
WHOU TeHe3 3aboneBanms [6]. Tax, HOHJI
HEO0OXOUMO OTIUYATh OT JOMUHAHTHOM OII-
TUYECKOW HelponaTuu (MyTallMM B T€HE
OPAl), nenacnencTBeHHbIX (HOpM TOpake-
Hus 3H (Tokcuueckne W amUMEHTapHBIC
HelpomnaThm), JereHepaTUBHBIX 3a00JIeBaHUN
[EHTPAJTHbHOM HEPBHOW CHUCTEMBI (Hampumep,
paccesiHHbIN ckiepo3) [3]. BaxHo moguepk-
HYTh, YTO MPOTHO3 U TepalleBTHYECKas CTpa-
TErusi ONTUYECKOW HEUPONATHU CYIIECTBEH-
HO pa3JInyaeTcsl B 3aBUCUMOCTH OT MEXaHHU3-
Ma pa3BUTHS JaHHOM maToJioruu [7]. B cBs3u
C 3THUM CHEIUAINCTaM Ba)XXHO KaK MOXXHO
paHbIlle OMPENETUTh MPUYUHBI W YCIOBHUS
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BO3HUKHOBEHMSI ONTHUYECKOW HEUPOIATHU U
MPEeIOTBPATUTh TEM CaMbIM HEOOpaTHUMbIE
OCJIOKHEHUS.

brnarogapss coBpeMEHHBIM JTOCTUKEHU-
SIM MOJIEKYJISIpHOW OHMOJIOTUU U T€HETUKHU, Ce-
KBEHUPOBAaHUE MUTOXOHJIPUAIBHOIO U sJIEp-
HOTO T'€HOMa IMOIY4YWIO LIMPOKOE pacipo-
CTpaHEHHE U YMPOCTWIIO OOHApYy>KEHUE U Be-
pudukammro HOHJI [8]. Omnako uccnenoBa-
aue MT/IHK m s/IHK, B wacTHOCTH moiHOE
CEKBEHHUPOBAHME, A TAaKXKE CEKBEHUPOBAHHUE
HOBOT'O MOKOJICHHUSI, SIBJIIETCSL JOPOTOCTOSIIICH
npoueaypoii. Hapsiy ¢ BBICOKOW CTOMMOCTBIO
MIPOBEJICHUSI, UCCIIEIOBATENN CTAIKUBAIOTCS C
HEOOXOUMOCTBhIO 00padaThIBaTh  OOJIBIIIKE
MacCCHUBBI JJaHHBIX, YTO TPEeOyeT BpeMsl U CO-
OTBETCTBYIOIIUE BBIYUCIUTEIBHBIC MOIIHO-
CTH. DTO MPEMSATCTBYET MIMPOKOMY HCIIOJIb-
30BaHUI0 TEHOMHBIX TE€XHOJOTHI B MPAKTUKE
paboThl HEOOMBIINX KIMHHYECKUX JabopaTo-
puil. KpoMe TOro, CymecTtByeT psii TPYIAHO-
CTe B MHTEPIPETAIIMHN TOJYyUYEHHBIX PE3YJib-
TaToOB, OCOOEHHO TpU OOHAPYKECHUH HOBBIX
TCHOB WJIM HOBBIX BapUaHTOB HYKJICOTHIHOU
MOCJIeI0BaTeIbHOCTH [9].

[IpencraBneHHbie (aKTBl CBHUACTEIb-
CTBYIOT O HEOOXOJWMOCTH IOHCKA HOBBIX
JOTIOJIHUTEIBHBIX METOJ0B NPEAUKTUBHOMN
auarnoctuk HOHJI, pa3zpaboTku croco6oB
OLICHKHU TSDKECTH COCTOSIHUS U 3(PPEKTUBHO-
CTU npoBoaumMoin Tepanuu. C mpakTUuuecKoi
TOYKH 3peHUs BpadaM—odTanabMoioram
BaXKHO M0JI00paTh Hamboliee ONTUMAaTbHBIN
JTUAarHOCTUYECKUN TECT ISl TMAIlMEeHTOB C
nono3penuem Ha HOHJI, kotopsiii mo3Bo-
nuT 6oJiee TOYHO CHOPMYITUPOBATH TPEATIO-
JIOKUTENbHBIN AnarHo3. Cienyer OTMETUTb,
YTO HKOHOMHYECKUM (HaKTOp MPOJOTKAET
UrpaTh HEMAJIOBAXXHYIO pOJb NpPHU BHEIpE-
HUM HOBBIX TEXHOJOTHH B KIMHUYECKYIO
MpaKkTUKy. B cBs3u ¢ 3TUM HcclenoBaHus,
HaImpaBJICHHbIC HA TTOMCK W M3y4YeHHE J1abo-
patopHbix MapkepoB HOHJI cranoBsTCs
AKTyaJIbHBIMH M MOTYT CTaTh BaKHBIM JTa-
IIOM B JMarHOCTUKE JAaHHOW MaTOJIOTHU M
OBITH JOIOJHUTEIILHON JOKa3aTrelIbHOW Oa-
301 pa3BUTH 3a00JIEBAHMUS.

Heab. [laTe XapakTEpUCTHUKY OCHOB-
HBIM METabOJIMYECKUM H3MEHEHUSIM B Opra-
HU3ME, BO3HUKAIOIIUM TPU MUTOXOHIPUAITH-
Hoit muchynkun (M]I).

MaTepI/IaJ'ILI H ME€TO/bI

OO0oOuieHne JaHHBIX M CTPAaTerHs
AJIEKTPOHHOT'O TIOUCKA TPOBOJIMIIUCH B COOT-
BETCTBHU C MEXIYHApOJHBIMU PEKOMEH/Ia-
nusmu PRISMA. TlpoBeaeH o630p omy0Osm-
KOBaHHBIX MCCJIEIOBAHUN B HayKOMETpHUe-
ckux 6a3zax PubMed, WoS u Scopus.

Pe3yabTarsl

B Hacrosiiee Bpemsi MPOUCXOIUT aK-
TUBHOE BHEJPEHUE B MEAULIMHCKYIO IPAKTU-
Ky METOJOB HCClefoBaHus MOP(OodYyHKIHO-
HAJIBHOT'O COCTOSIHUSI MUTOXOH/IPHU, KOTOpBIE
MOT'YT [IOMOYb BBISIBUTH MALMEHTOB C MUTO-
XOHJIpHalIbHbIMH 3a0osieBanusmu (M3). On-
HAaKO aHaJIM3 HAay4HbIX IyOIMKanui yKa3blBa-
eT Ha TO, YTO JUArHOCTHKA JEe(EKTOB HIICK-
TPOH-TPAHCIIOPTHOW IIeNMW M HapyLICHUH
HHEPreTUYECKOro OoOMeHa sBJseTcs J0cTa-
TOYHO CJIO’KHOHM 3ajadeld h3-3a reTepOreHHO-
CTH Y BapuabOeNbHOCTH TaHHOM TPYIIIBI 11aTo-
noruii. [lo 3TOM mpuuMHE nepen KIMHULM-
CTaMU BCTaja IpoOjieMa BbIIEIEHUS KpUTe-
pHeB JMArHOCTUKU nepBuuHOro M3 u aud-
(depeHaTbHON TUArHOCTUKU ¢ (DEHOTHUTIH-
YEeCKU CXOAHBIMU COCTOSIHUSAMH. B TedeHue
MOCJETHUX HECKOJBbKUX JECSITUIETUN Yyue-
HBIMHM OBUIO MPEINPUHITO HECKOJIBKO MOIbI-
TOK O pa3padOTKe TUarHOCTUYECKUX KpHTe-
pHEB, KOTOPbIe HEOOXOMMO aHATU3UPOBATH Y
MAIMEHTOB MIPY NOJI03peHNH Ha Hannuue M/I.
OpHako cinenyer OTMETHTh, UYTO J0 CHX IIOp
He ObUIO YETKOro OMNpEAENeHHUs TOro, Kakue
METaboJIUThl CIEeyeT YYMThIBaTh, a TaKKe
TOYHBIX 3HAYEHUH, KOTOPbIE CIEAYET CUUTATh
Juarsoctuaeckumu. CorjgacHo aHanusy Jid-
TepaTypsl, 1a00paTOPUM MO BCEMY MHUpPY HC-
NOJIB3YIOT Ppa3Hble METOJbl HCCIIECIOBaHU,
pu 3ToM 0a30Bble ()epMEHTATHBHbIE aHAJIH-
3bl, KPUTUYECKH BAaXKHbIE U OOBEKTUBHOMN
OLIEHKU (PYHKLIMM MUTOXOHJPHI, HE CTaHAap-
TU3UPOBaHbl CPENN JMAarHOCTUYECKHX LIEH-
TpoB. B 3T0M CBsI3M, B OOJIBLIIMHCTBE CIy4acB
OKOHYATENbHBIM TUarHo3 CIEHUaIUCThl yCTa-
HaBJIMBAIOT TOJBKO TIIOCJIE€ COIMOCTABICHUS
KJIMHUYECKUX, J1a0OpaTOpHBIX, (YHKIHO-
HAJIbHBIX U HHCTPYMEHTAJIbHBIX TAaHHBIX.

Kak panee Obu10 yKa3zaHO, HaToOreHe3
HOHIJI cBs3an ¢ HapymeHUsIMH (QYyHKIHO-
HaJIbHBIX IIPOLECCOB B MHTOXOHAPHUAX —

https://doi.org/10.23888/HMJ2025131113-126

116


https://doi.org/10.23888/HMJ2025131113-126

HAVYHBIN OB30P |

Tom 13, Ne 1, 2025

HAVKA MOJIOJBIX (Eruditio Juvenium)

OpraHesiax, KOTOPBbIE€ HWIPAIOT KIIOYEBYIO
pOJiIb B TOJAJEPNKAHUU TOMEOCTa3a KIIETKH.
M/I mipu nanHOM 3a00JsieBaHUU O0YCIIOBJIEHA
MyTallUSIMA B TeHAaX, KOAMPYIOMIHMX OEIKu
komruiekca [ (HAAH-meruaporenasHblii
KOMILJIEKC) 3JIEKTPOH-TPAHCIIOPTHOM I1IenH, B
pe3ylbTaTe 4Yero MNPOUCXOJUT HapylIeHHE
nporecca OKUCIHTENHHOro  (hochopunupo-
BaHUs, HACTYIAET dHEPreTuYeckuil aepuuur
TKaHEeW W pa3BUBAaETCs psj 1e(heKToB MeTa-
00JMYecKUX MyTed, BKIIOYasl LUK TPUKap-
OOHOBBIX KHCJIOT, TJIMKOJHU3, METa0oIu3M
JKUPHBIX KUCJIOT. Bce 3TO MOXKeT nmpuBecTH K
W3MEHEHUIO COJIEp)KaHUsI B OpraHU3ME pas-
JUYHBIX MEeTabOJHMTOB, BKIOYas MHPYBaT,
JIAKTaT, TIyTaMarT, )KUPHBIC U OpPraHUYCCKHE
KHUCJIOTBI, aMUHOKHUCIOTHI U Ap. [10]. Ognako
B JIUTEpAType NPEJICTaBIICHbI AUCKYyTaOelb-
HbI€ JaHHbIE HEMHOTOYHUCIICHHBIX HCCIEI0-
BaHUN 00 M3MEHEHWH METabOJIOMHOTO IPO-
¢uns narmentoB ¢ HOHJL.

B cBsi3u ¢ aTuM, nanee OyayT paccMoT-
pPEHBI OCHOBHBIE COEIMHEHMSI, KOTOpPbIE BO3-
MOKHO MOTYT OBITh HCITOJIb30BaHBI B Kade-
CTBE TNPEIUKTOPOB B JAMATHOCTUYECKUX U
nporHocrtudeckux nemnsix HOHJL.

Opzanuyeckue Kuciomul
Jlakmam u nupyeam

B coBpemMeHHOI1 nuTEpaType HE onuca-
HO YHHUBEPCAIBHBIX BBICOKOCHEIU(PUIECKIX
U YyBCTBHUTEJIbHBIX OMOXMMHYECKHUX TECTOB
JUIsl TMarHOCTUKUA KOHKpeTHbIX M3. OnHako,
no jgaHHbIM OOIecTBa MHUTOXOHIpPUATBHON
meaunuabl (CIIA), B KOMITJIEKC IEpPBON JIH-
HUU 00CiieIOBaHUM TIpH Mo03peHnr Ha M /]
BXOJIUT OIPEJECICHUE COJEpKaHUS OPTraHH-
YECKUX KUCJIOT ¥ aMUHOKHCIIOT B Pa3IMYHbBIX
Ononoruveckux xuakoctsax [11].

Opranuyeckue KHUCIOTHI MPEICTaBIIA-
IOT 000N HU3KOMOJIEKYJISIPHBIE COEMHEHNS,
KOTOpBIE SIBIIAIOTCSI TMPOIYKTAMU TMPOMEXKY-
TOYHOI'O M KOHEYHOro OOMEHa YTJIEBOJIOB,
AMUHOKHCIIOT, JIUMUJOB, CTEPOUTOB U OHO-
F€HHbIX aMHHOB. CYHMTaETCs, 4TO BBICOKUIA
YpOBEHb B KPOBH JakTaTa (MOJOYHas KHCIIO-
Ta) SIBJISETCS OJHUM U3 OMOXUMHUYECKHX WH-
nukatopoB M3 [12]. Kak u3BecTHO, jmaktar
npejcTaBisieT co00i MPOIYKT aHa’dpOOHOTOo
[JIMKOJIN3a U B HOPMaJIbHBIX yCIOBHUSX HaXo-

6 Kpoeu.

JIUTCA B onipesie-eHHoM paBHoBecuu (10:1) ¢
€ro MpeAlIeCTBEHHUKOM — MUpYyBaToM (IH-
POBUHOTpAJHAS KHUCIOTA). YUYEHBIMH COO00-
[IA€TCsl, YTO HAPYIIEHHE OKHUCIUTEIbHOIO
dbochoprwupoBaHUs B MUTOXOHJIPHUSX TIPH-
BOJIUT K CHIDKEHHUIO 3((EKTUBHOCTH a’po0-
HBIX MPOIECCOB KJIETOYHOT'0 YHEProoOMeHa ¢
MOCJICIYIOIIMM CHUYKEHHUEM CHUHTE3a aJIeHO3-
untpudocpara (ATD) [13]. BcmencrBue
ATOrO OpraHbl M TKaHH, KOTOPBIM Tpedyercs
MHOTO DJHEPrud, KOMIICHCUPYIOT JIaHHBIN
IeUIUT aKTUBAlUEH aHa’dPOOHBIX MPOIEC-
COB, MEpeKIoYasch Ha rmkonm3. [lo aToi
MPUYUHE TPOUCXOJUT HAKOIUICHHE KUCIBIX
MPOJYKTOB MeTaboyiM3Ma — TUpyBaTa H,
CJIeIOBATEINIbHO, JIAKTaTa, B PE3yJIbTaTE Yero
pa3BUBaeTCs MOJIOUHBIA amumo3. Cremyer
OTMETHUTh, UYTO H30BITOYHBIC KOHIICHTPALUU
KOHEYHOTO CyOCTpaTra aHa’pOOHOrO TJIMKO-
JU3a TOPMO3AT TOCJICAHIO PEAKIUI0 TJIH-
KOJIMTHYECKOTO IIMKJIA.

Cornacno S. Parikh, u np. (2015) uys-
CTBUTEJILHOCTh W CHEIU(PUIHOCTH JHUArHO-
CTUYECKOTO TecTa Ha JiakTaT npu M3 co-
craBisier 34-62% wu 83-100% cootBer-
CTBEHHO [14]. YueHbIMH OBLIO YCTaHOBIICHO,
yto y nanueHToB ¢ HOHJI ormeudanoch mno-
BBIIIICHUE COJIEP’KaHMSI B KPOBU JaHHOUW Op-
TraHUYECKOM KHUCIIOThI, a TaK¥KE€ MPOUCXOIAIIO
W3MEHEHHUE COOTHOIICHUS JIAKTaT/IHUpPyBaT
[15]. Ognako crnemyeT OTMETHTh, UTO B pa-
00Te Npyrux HMCCIEeIOBaHHM, HAPOTUB, CO-
0011aJI0Ch, YTO YPOBEHb MOJIOYHON KUCIOTHI
oCTaBajICsl B Mpenenax peepeHTHBIX 3Have-
HUM WIK JUIIb HE3HAUYHUTENBHO ITOBBIIIAJICS
npu HOHJI [16]. Takum o6pa3om, u3MeHe-
HUE COJIEpKaHUsI MOJIOYHOM KUCIOTHI B KPO-
Bu y nanueHtoB ¢ HOHIJI ocraercs no cux
MOp CHOPHBIM BOMNPOCOM, OJHAKO BIIOJIHE
BO3MOJKHO MOJXKET OBITh Ba)XXHBIM ITOKa3aTe-
JIEM Pa3BHUTHSI JAHHOTO 3a00JIeBaHUSI.

Baxxno oTMeTHTH, YTO TIOBBINIICHHBIN
YpOBEHb JIaKTaTa yCTAaHOBJIEH HE TOJBKO TPHU
MJI. Psimom aBTOpOB cooOIaercsi, 4ro Cyie-
CTBYET MHO>KECTBO TMOTEHIMAJIBHBIX HPUYHH
W3MEHEHMsI €r0 CojiepKaHus B KpoBu. Harpu-
Mep, JOKHOE TIOBBIIIEHUE YPOBHS MOJIOUHOM
KHUCJIOTBI MOXET OBITh BBI3BAHO HEMPABUIIb-
HBIMH METOJIaMH 0TOOpa 00pa3loB (TUTENh-
HO€ HAJIO)KEHHE JKTyTa WIIH TPYAHOCTh 0TOOpa
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npo0), a TakxKe HaOII0JAeTCSd y MAlUeHTOB U
IIPU IPYTUX HAPYIICHUSX (TKaHEeBast TUTIOKCHS,
MoYyeyHass HEAOCTaTOYHOCTh, JIEKApCTBEHHAs
MHTOKCHKaLUs, cencuc u ap.) [17].

[TupyBaT urpaer BaKHYIO poOJib B BHEP-
TeTHYECKOM MeTaboIM3Me MUTOXOHPHH, sB-
JSISICh  CBSI3YIOIUM 3BEHOM MEX]y TJIMKOJIU-
30M M IUKJIOM TPUKAPOOHOBBIX KUCIOT (LMK
Kpebca, mutparneii nuki). Kak mpaswio,
YpOBEHb MUPOBUHOTPATHON KUCIOTHI B KPOBU
YacTo OLIEHUBAETCS BMECTE C YPOBHEM JIaKTa-
Ta B KayecTBE JUArHOCTHYECKOTO0 HMHCTPY-
MeHTa Juida M3, Tak Kak JIJaKTOalUA03 BO3HU-
KaeT MpU NOBBIICHUHU COJICPKAHUS MUPYBaTa.
[TonyyeHne AaHHBIX O COAEP>KAHUH MUPOBU-
HOTPAJIHON KHCJIOTHI HEOOXOAUMO JUIsi KOJIHU-
YECTBEHHOTO  OIpPEJENICHUSI  COOTHOIICHHUS
JIAKTaT/TIUPYBaT, KOTOPOE KOCBEHHO OTPAXKAET
OKHCIIUTEIHbHO-BOCCTAHOBUTENbHBIA ~ TIOTEH-
rmait napsl NADH/NAD [18]. Cnenyer orme-
TUTh, YTO COOTHOIICHHUE JIAKTAT/IUPyBaT CUH-
TaeTcs Jaxe Oosee crenuUIHBIM OHoMap-
kepoM M3. JlaHHBIN MOKa3aTelb MO3BOJISET
madepeHIPOBaTh PA3TUYHbIE HAPYIICHUS
apyr oT npyra. Hampumep, mpu Hacnen-
CTBEHHOM Je(HINTE NUPYBaTACTHIPOTrCHA-
3bl y MallMEHTOB OOBIYHO HAOIOAETCs MPO-
MOPLUOHAIILHOE TOBBIILIEHUE JIAKTaTa U TH-
pyBara u, cieI0oBaTelIbHO, OCTAeTCsI UX HOP-
MaJbHOE COOTHOUIEHHE, B TO BpeMsl Kak Yy
nanueHToB ¢ MJl ypoBeHb JaKTaTa CpaBHH-
TEIbHO BBIIIE NHpPyBaTa, 4YTO CBUIETEIb-
CTBYET O JiepeKTe B CUCTEME OKHCIUTEIbHO-
ro ¢pocpopunuponanus [19].

Coobmaercs, 4To 4yBCTBUTEIBHOCTh U
CHEIU(PUIHOCTh JUArHOCTUYECKOTO TeCTa Ha
nupysar npu M3 cocrasiser 34,6—-88,2% u
81,2-87,2% cootBercrBenno [20]. ITo maH-
HBIM psifia YYCHBIX OBLIO YCTaHOBIEHO, YTO
ypOBEHb MTUPYBaTa B KPOBH Y MHOTHX TaIlH-
eHToB ¢ M/] moBeiieH. B yactHOCTH, B pa-
00Te SMOHCKUX W aMEPUKAHCKHUX YUYEHBIX
OTMEYaIOCh BBICOKOE COJEp)KaHUE MUpyBaTa
y maruentoB ¢ HOHJI [21].

W3BecTHO, 4TO MUPYBAT SIBISETCS HE-
CTaOMIIBHBIM BEIIECTBOM, B CBSI3U C YeM IIPH
HECOOJII0JICHUH TIpaBUiI 0TOOpa M TpaHCIIOp-
TUPOBKHU 00pa3uoB (00pa3ibl KpOBU HEOOXO-
MO OTOUPATh B OXJIAXKJICHHBIE JIHJOM IPO-
OupKH, cojepXkallue MepxjopaTr) MOryT

OBITh TIOJYYEHBI JIOXKHBIE pe3yibTaThl. Ciie-
JyeT TaK)Xe OTMETUTh, YTO YPOBEHb MMHUPYyBa-
Ta B KpPOBHM MOXXET YBEJIWYMBATHCSA TIPU
HApYIICHUSIX MeTa0oIM3Ma MUPOBHHOTPA-
HOW KHUCJIOTHI (CHIDKEHHE AKTUBHOCTH IIHU-
pYyBaTIETHIPOreHa3bl, MUPYyBaTKApOOKCHIIA-
3Bl WJIM OMOTUHUA3BI) [22].

Opzanuueckue Kuciomol 6 Moue

[To maHHBIM psiia aBTOPOB, OIpenese-
HUE COJIEpP’KaHUS OpPraHUYECKUX KHCIOT B
Moue SIBIISIeTCS 00siee MPEANOYTHTEILHBIM U
IIPOCTBIM B TMPOBEJIECHUHM METOJOM aHalIHu3a
[23]. CornacHo ofHON W3 CHUCTEM JIHArHO-
CTUYECKUX KpuTepueB M3, OTKIOHEHHUS B
COJIEpKAHUU OPraHUYECKUX KHUCJIOT B MOUE,
a UMEHHO, MOBBILIEHUE CO/ICPKAHUS JJaKTaTa,
MIPOMEKYTOUHBIX MPOAYKTOB IIMKJIA TPUKap-
OOHOBBIX KHCIOT, a TaKK€ ITHIMATIOHOBOM,
3-METWITTyTaKOHOBOW WJIM JTHKApOOHOBBIX
KHCJIIOT  (aJAWMUHOBOM, CyOCpUHOBOW U
ce0aIMHOBOI) pacCMaTPUBAIOTCS B KAYECTBE
MHIUKATOpHBIX noka3ateneit M/ [24]. Crue-
JyeT OTMETHUTh, YTO B OAHOM M3 HCCIEAOBa-
Huii y naruenToB ¢ HOHJI Obuta BEIsIBIICHA
MOBBIIICHHAS OAKCKPEIUs MPOMEKYTOUYHBIX
npoaykToB nukia Kpebca ¢ mouoii [25].

Tem He MeHee, yUeHbIe OTMEUAIOT, YTO
AKCKpPELUsl OPraHMYeCKUX KHUCIOT IpH pas-
T4HbIX M/ MOKET XxapakTepu30BaThCs 3Ha-
YUTENbHON BapuabenbHOCThIO [26]. B cBs3m
C 9THUM, MU3MEHEHHE COJIepKaHUs MPEJCTaB-
JIEHHBIX COEIMHEHHMI HEe SBJISETCA CTPOro
crienu(PUIHBIM TPU3HAKOM JIJIsI KOHKPETHOTO
MUTOXOHJIpHAIBHOTO paccTporcTBa. [lomu-
MO 3TOrO, CIEHUAINCTaMU COOOIIAETCs, YTO
aHaJu3 MOYM Ha OpPraHUYECKHE KHUCIOTHI B
MepuoJi KIMHUYECKOW CTaOUIBHOCTH MOKET
MMETh JIOBOJIbHO HU3KYIO UyBCTBUTEIBHOCTH
M OTKJIOHEHHS B MX COJICP)KaHWUU Yalle Mpo-
SABJISIFOTCS NPU HAJIMYUHU OCTPBIX CUMIITOMOB
[27]. K Tomy Xe HW3MEHEHHE COACpPKAHUS
OpPTaHMYECKUX KUCJIOT B MOYE MOXKET OBITh
CJIEICTBHEM APYTHX MATOJOTUYECKUX COCTO-
SHUI (HampuMmep, MeYeHOYHash HeA0CTaTo4-
HOCTh), a TakK)K€ HEMPaBWJIBHOTO THUTAHUS
WU JUIMTEIBHOTO TOJIOJAHUs, IpHema Jie-
KapCTBEHHBIX MpenaparoB [28].

Tem He MeHee, aHAIM3 HA COJIEPIKAHHE
OpPraHMYECKHX KHCIOT B MOYE MOXKET MPOBO-
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JTHCS y TIAIUEHTOB C TIOJ03PEHUEM Ha HAIU-
uyre M3, B yactnoct HOHJI, ocoGenno mocie
MOSIBIICHUST OCTPBIX CHMIITOMOB, YTO TIPEIO-
CTaBUT JONIOJHUTEIBHYIO JIOKAa3aTelbHYIO Oa-
3y O HapylmeHUH (YHKIMU JBIXaTEIbHON Iie-
I, a TaKKe MOMOKeT U depeHIINPOBATh Ta-
TOJIOTHH C TIOXOXXHMH KIMHHYECKUMHU IPOSIB-
JIeHUAMH (OpraHryecKue anuaypun) [9].

AMmunokuciomol 6 Kpogu

MWUTOXOHAPUH UTPAIOT BaXKHYIO POJIb B
MeTaboim3Me  aMUHOKHUCIIOT, TI03TOMY B
ycnoBusx M/l moryT HaOiromaThesi orpene-
JIEHHbIE M3MEHEHHUs B MX cojepxaHuu. Ilo
naHHbIM OOIecTBa MUTOXOHIPHATILHON Me-
qunusbl (CLHA), konnyecTBeHHOE onpeserne-
HUE aMUHOKHCJIOTHOTO COCTaBa KPOBU BXO-
JUT B aJITOPUTM JuarHoctuku M3 [29]. Yue-
HBIMU OBLJIO YCTaHOBJIEHO, YTO COJIEp>KaHHE
ayanuHa B KpoBu (Oonee 450 MKMOIIB/T) MO-
JKET CBUJETEIbCTBOBaTHL 0 MJI ¢ moctarouno
BbICOKOM cnieuuduunocteio [13]. Asanun
npeacTaBisier co00il MPOTEeNHOTEHHYIO aMHU-
HOKHCJIOTY, KOTOpasi SIBJISIETCSI HPOAYKTOM
NepeaMHUHUPOBAHUS TUPYBaTa U, IOITOMY €€
COJIEp’)KaHNE 3aBHCHUT OT YPOBHS MOJIOYHOM U
nupoBUHOrpaaHoi kuciot. Cooduraercs, 4To
MOBBIIIEHHOE COJIEpKAHME JIaHHOW aMMHO-
KHUCJIOTHI B KPOBH 4acTO BCTPEYAETCA Yy Mally-
€HTOB C BBICOKUM cojiepkaHueMm Jyiakrara [30].
HccnenoBanusi, U3yuyuBUINE CMEIIAHHYIO KO-
TOpPTy TAIMEHTOB C pa3HbIMU M3, BBISIBUIH
MOBBILIIEHHOE COJIep)KaHUe ajlaHuHa B 00pas-
1ax KpoBW, a Takxke jukBopa [31]. Omnako
ClIeyeT OTMETUTB, UTO YBEIUYEHHUE CONEp-
JKaHUSl aJlaHWHA OTMEUYAeTCs W TPU JIPYTHX
3a00/1eBaHMAX (JTaKTOALMI03 HHOM 3THOIIO-
UM, TUTNEPUHCYJIUHEMUS, XPOHUYECKHUI [e-
¢urr BuTamMuHa Bi, mpueM ompenereHHBIX
JIEKaPCTBEHHBIX CPEJICTB), YTO HYKHO IMPH-
HUMaTh BO BHHUMaHHE IPH HHTEPIPETAINH
pe3yibTaTtoB. bonee Toro, conmep;kaHue ana-
HUHA B TMIpeeNiaXx HOPMbI HE HCKIIOYaeT
Hammaus M1 y marmenra [32].

HNHTEepecHO OTMETUTh, YTO MO JTAHHBIM
METa0O0JIOMHBIX HCCIIEIOBAaHUN y MAI[IEHTOB C
HOHJI, nampotuB, ObUIO YCTaHOBJIEHO CHH-
JKEHHE COJIEp’KaHUsI BCEX MPOTEHHOT€HHBIX
aMUHOKUCIIOT, BKJIOYast ¥ amaHuH [33]. AB-
TOpbl 0OOCHOBBIBAIOT IOJIyUYE€HHbIE PE3YJIbTa-

ThbI CHIKeHUeM cuHTe3a AT®, yto mpuBo-aUT
K COKpAIlICHUIO ITyJa aMHHOKHUCIOT. Pe3ynb-
TaThl MOJOOHBIX PabOT CBUACTEILCTBYIOT O
ToM, uTo Bo3HUKaromue npu HOHJI gpyHkm-
OHAJIbHBIC HapylIeHUS B Komruiekce | jpxa-
TEJIbLHOH IEHHU BIMSIOT HA META0O0JIU3M aMH-
HOkHcnoT. TeM He MeHee, aHalIu3 aMHHOKHC-
JIOTHOT'O COCTaBa OMOJOTMUYECKHMX JKUIKOCTEH
y nanuentoB ¢ HOHJI ocraercst Henocrarou-
HO MPE/ICTaBJICHHBIM B OTEUECTBEHHOU U 3a-
pyOeKHOW HAYYHOM JTUTEpaType.

Humoxkunui 6 kKposu

B nmocneanue roapl yueHbIMH ObliIa TO-
Ka3aHa BbICOKass MH(GOPMATUBHOCTH OMpee-
JICHUSI COZIEP>KaHUS B CHIBOPOTKE KPOBU Ia-
nueHToB ¢ M3 ¢dakrtopa pocra ¢ubdpobdna-
croB-21 (FGF-21) u ¢axropa muddepenm-
poBku/pocra-15 (GDF-15) [34].

FGF-21 mnpencraBnsier coboii ropmo-
HOMOJOOHBINA ITUTOKHH, PETYIUPYIOMUNA Me-
Ta0oJIU3M YTJIEBOJIOB U JUMUIOB [35]. Yue-
HBIMH ObUIa BBIIBUHYTA TUIIOTE3a O TOM, YTO
JIAHHBIN UHTEPJICUKUH BBICTYIIAET B KAUYECTBE
MeTaboIMYeCKOr0 MeAuaTropa ajanTaluu K
MUTOXOHJIpHAJIbHOMY cTpeccy. Bo mHormx
MCCJIEIOBAHUSIX OBLJIO YCTAHOBJIEHO, YTO ChI-
BopoTto4yHoe cojaepxkanue FGF-21 Boime y
MalUeHToB ¢ JauchyHKIued Komruiekca I
JpIxaTenbHol unenu (> 200 nr/mi) mpu cpas-
HEHUM C YCIIOBHO-310pOBbIMH JroabMu. 1lo
JAHHBIM KJIMHUYECKUX HCCIIEOBAHUMN, IIO-
BBIIIIEHHE YPOBHS JIaHHOTO TMOKa3aTemsl Kop-
penupoBao ¢ TsokecTbio M3 [36].

Cornacio B. J. Shayota (2024) uys-
CTBUTEJIBHOCTh M CIEUU(UYHOCTh aHAJIM3a
Ha FGF-21 cocraBmser 20,0-82,8% u 57,5—
97,2% COOTBETCTBEHHO. YUYEHBIMH TaKXKeE
OTMEUAETCsl, YTO U3MEHEHNE CHIBOPOTOYHOIO
ypoBHs FGF-21 mpoucxoautr u npu apyrux
3a00JIeBaHUAX, BKIIIOYas OXKHUpEeHHe, MeTabo-
JUYECKUM CHHJIIPOM, CaxapHbIA quadeT 2 TH-
na, UIIeMUYECKyto 0OJIe3Hb Cep/lla, HealKo-
TOJIbHYIO KHUPOBYIO 0OJIe3Hb MEYEHU U XPO-
Hudeckue 3aboneBanus noyek [37]. GDF-15
MpEJICTaBIsIeT cOOOW LIMTOKUH Cymnepcemeil-
cTBa TpaHchopmMupyromiero gaxkropa pocra f3
(TGF-B), perynupyromuii KJICTOUYHBIH OTBET
Ha CTPECCOBBIE CHUTHAJIbl M BOCIAJICHHE.
VY4yeHpIMU OBLTO YCTaHOBJIEHO, YTO YpPOBEHb
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GDF-15 3HauuTenbHO BHINIE B CHIBOPOTKE
kpoBu naru-entoB ¢ M1 [38]. [1o nanubim B.
J. Shayota (2024) 4yBCTBUTEIBHOCTh U CIIC-
uuaHocTh ananm3a Ha GDF-15 cocraBnsier
66,0-97,9% u 64,0-97,0% COOTBETCTBEHHO,
YTO JeJaeT JAHHBIM IOKa3aTelb OAHUM U3
BBICOKOCTIEIU(UIHBIX JIMarHOCTUYECKUX
ouomapkepoB nipu M3. OgHaKo ClieayeT OT-
METHUTb, YTO U3MEHEHHE COJIEP’KaHUs B KPOBU
GDF-15 Taxke cBi3aHO CO MHOTUMH JIpYTH-
MU 3a00JIeBaHUSIMH  (CEPICUHO-COCYAUC-THIE
3a00JIeBaHMs, CEIICUC, PaK U CaxapHbIA Jua-
oer) [39].

Takum oOpa3om, Oosee BBICOKAs HH-
dopmaruBHOCTh XapaktepHa aiasi GDF-15,
YTO BO3MOXKHO OOYCIIOBJIEHO cHenu(puaHo-
cteto FGF-21 nns M3 ¢ npeuMyIieCTBEHHbIM
MOPAXEHUEM CKEJIETHBIX MBIIII, B TO BpeMs
kak ypoBeHb GDF-15 noBsiaercs npu Jro-
6oit M/ BHE 3aBUCUMOCTH OT KIMHHYECKOTO
¢denorumna [4]. Tem He MeHee 2h(HEKTHBHOCTH
OLICHKH JIaHHBIX ITMTOKUHOB ISl TUATHOCTUKHU
OTACNBHBIX  TPYOH  MHUTOXOHJPHUATbHBIX
HapyUICHUH MO-TIPEKHEMY HCCIEAYyeTCsl yde-
HbIMA. B HeMHOrouyHclIeHHBIX paboTax HcC-
CclleZIoBaTeNIsIMU ObLIO NPOBEJNEHO ONperese-
Hue coaepxxkanusi FGF-21 u GDF-15 B chiBo-
poTKe U muazMme kpou y nanuentos ¢ HOHJIL
CornacHo MOMyYeHHBIM pe3ylbTaTaM, Juara-
30H KOHIIEHTPALUWA JTAaHHBIX ITUTOKHHOB CY-
LIECTBEHHO HE OTIMYAJICA OT KOHTPOJIbHBIX
3HaueHuil [40]. OmHako cieayer OTMETHTh,
YTO KIMHUYECKUX U OKCIEPUMEHTAITBHBIX
TaHHBIX 00 m3MeHeHnu conepkanust FGF-21
u GDF-15 y naunentos ¢ HOHJI B nutepary-
pe MpeaCTaBIeHO HEIOCTaTOYHO.

Auyunkaprnumunogwtii npoghuis

CornacHo 0030py JUTEpaTypsl, IS
OLIEHKH BHYTPHKJIETOYHOTO SHEPTEeTHYECKOTO
obmeHa MH(OPMATUBHO ONpeJiesieHHe coep-
KaHUSI B KPOBH allMJIKAPHUTHHOB — TIPOME-
KYTOUHBIX MPOJYKTOB OMOXMMHUYECKUX Peak-
MU KJIETOYHOTO MeTaboym3Ma, MpeacTaBIIs-
IOIIMX c000i croxHble 3¢upbl L-kapHUTHHA
1 kupHBIX kuciotT [41]. Kak u3BectHo, naH-
HbIE€ COEJMHEHMs UIPAIOT KIIOYEBYIO POJIb B
B-OKHCIIEeHHH JKUPHBIX KHCIOT — WMEHHO
L-kapHUTHH OTBEYAET 3a TPAHCIIOPT KHUPHBIX
KHACIIOT B MHTOXOHJIPHH, TIEPEBOAS JUTHHHO-

LIENI0YEYHBIE KUPHBIE KUCIIOTHI B BUJE CIOXK-
HBIX 3(QHUPOB (AUWIKAPHUTHHOB) U3 IIMTO-
IUIa3Mbl Yepe3 HapyXKHYI0 U BHYTPEHHIOHO
MeMOpaHbl MHUTOXOHJPUM B MAaTpHUKC C IIO-
CIIC/IyIOIIUM OKHCIIEHMEM U 00pa3oBaHHEM
sHepruu B Buze Moiekyn AT® [42, 43]. Tlo-
MHMO 3TOr'0, PAJIOM aBTOPOB COOOILAETCS, YTO
AIeTWIKAPHUTHHBl TPHUHAMAIOT YYacTHE B
JIETOKCHUKAIIMK, KOHTPOJIE KETOreHe3a M III0-
KOHEOreHe3a, CTaOMIM3aluyd  KIJIIETOYHBIX
MeMOpaHn [44-46].

ConepxaHue alUIKapHUTHHOB B KpPO-
BU HAXOJWTCS IOJ, CTPOTMM TOMeocTaTh4e-
CKUM KOHTposieM. M3BecTHO, 4TO Ha 100
JUIMHHOLIETIOYEYHBIX  AlUJIKApHUTHHOB B
I1a3Me KpOBH NpPUXOAUTCS IpumepHo 83%
0T 0011ero ImyJa, Ha 00 KOPOTKOLenoYyey-
HBIX popm — 17%, mpu sTOoM 75% U3 HHUX
cocraBiseT aueTwikapHutuH (C2, 6uonoru-
yecku akTuUBHas (opma L-kapautuna) [47].
Crnenyer OTMETUTh, YTO OTKJIOHEHHUE COJep-
JKaHWUS AlWIKAPHUTHHOB B KPOBH OT pede-
PEHTHBIX 3HAUEHHH MCMOJIb3YETCsl B JUAarHo-
CTHKE BpPOKJIEHHBIX HapylIeHUH oOMeHa Be-
miecTB [42]. B psine uicciienoBanuii ObLIO BbI-
SBJICHO HW3MEHEHUE YPOBHEH pa3INYHbIX
allWJIKADHUTUHOB B IUIa3M€ KpOBU IIpH
HapylLIeHUH OOMEHa BEeIEeCTB, AuadeTe, cep-
JIEUHO-COCYTUCTBIX 3a00JI€BaHUSIX, HEKOTO-
pBIX BHJAX paka, HEBPOJOTMYECKHUX pac-
CTpoiicTBaxX U 0PTATBLMOIOIMYECKUX MATONO-
rusix [48-52]. B cBs3u ¢ 3TUM oOIleHKa CO-
JIEp’KaHUsl KOPOTKOLIETIOUYEYHBIX, CpeIHeLe-
MOYEYHBIX W JIJTMHHOIICTIOUEYHBIX allMJIKap-
HUTHHOB B KPOBHU HCIOJb3YETCS] B KauecTBe
MapKepa COCTOSIHUS dHEPreTU4ecKoro oome-
Ha, MUTOXOHJPUAIBHOM M HEpOKCHCOMAllb-
HOM akTHBHOCTH [-okucienus [41]. Coo0-
I1aeTCsl, YTO COOTHOIIEHUE «AIMJIKAPHUTHU-
HBI/CBOOOJIHBIM KapHUTUH» B KPOBH SIBJISIET-
csl MOKazaTelleM KOJIMYEeCTBA alMJIMPOBaH-
HBIX KAPHUTHHOB 10 OTHOIIEHUIO K CBOOOJ-
HbIM KapHUTHHaM. [loBbIIIeHNE JaHHOTO TO-
kazatens (Oomnee 0,4 eauHUI]) CBUACTEIb-
CTBYeT 00 HM3MEHEHHHM MHUTOXOHIPUATBHOTO
metabonmsma [53]. [Mockoasky HOHJI acco-
nuupoBaHa ¢ MJI, MOXXHO JOMYCTUTh, YTO
TO TaKXe BIUSET W Ha Mpoueccsl f-
OKHUCIICHHSI JKUPHBIX KHCIOT M, KaK CIel-
CTBHUE, CKA3bIBACTCS] Ha YPOBHE allUJIKapHU-
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TUHOB B KpoBU. OJIHAKO CIEAYyeT OTMETUTb,
YTO B JOCTYIIHOM HAYYHOM JIMTEpAType HE
OoOHapy»eHO HcCieI0BaHuM, MOATBEpKIa-
IOLIUX JAHHOE MPEAIIOI0KEHHE.

3akjaueHue

AHanu3 COBPEMEHHOM JIMTEpaTypPhI MO-
Ka3aJl, 4YTO OINpEAEJICHUE U BaJIMUJALMS CIie-
U(UIECKUX U HACKHBIX TUAarHOCTUYECKUX
KpUTEPUEB MHTOXOHAPUAIBbHBIX 3a00JeBa-
HUW, B YaCTHOCTH HACIJIEICTBEHHOW ONTHYE-
ckoil Heiporatuu JleGepa, CTaHOBSTCA
HACYIITHOM MOTPEOHOCTHI0 HAYYHOTO COO00-
mectBa. [loaTBepxknaromas IeHETUYECKas
JIMarHOCTHKA HACJIEICTBEHHOW ONTHYECKOU
Heiiporatun  Jlebepa siBisiercss HamOomee
MPEANOYTUTENbHBIM ~ MOAXOAOM,  OJHAKO
OCTaeTcsi MO-TIPEKHEMY  JOPOrOCTOSIIEH
npoueaypoii. B cBs3u ¢ atum B cdepe 1ado-
paTOpHOM  AMArHOCTUKH  HACJIEJICTBEHHOU
ontuyeckoil Heiiponatuu JleGepa akTyaabHbI

pa3paboTka ¥ ONTHUMHU3AIUS IPOTOKOJIOB
OMOXMMHYECKOTO 00CIIeIOBaHUS MAIUEHTOB,
CBUJICTENLCTBYIOMIMX O HapyUICHUSIX (PYHK-
LUOHAIBHOTO COCTOSIHUSI KOMIIOHEHTOB JIbI-
XaTEJIbHOU e MUTOXOHIApUH. CI0XKHOCTh
MaTOJIOTUHU, BBIPAXKEHHAsT KIWHUYECKUM U
OMOXMMHYECKUM TMOTUMOPPHU3MOM, 3aTPYyA-
HSET JWArHOCTUKY JAaHHOTO 3a0oJeBaHMS,
KaK Ha KIIMHUYECKOM, TaK M Ha JJa0OpaTOPHOM
YpOBHE, UYTO HE MO3BOJSET BBIIBUTH peJie-
BaHTHBIN Onomapkep. OgHaKO, HECMOTPS Ha
TO, YTO HU OJUH U3 PACCMOTPEHHBIX OTIENIb-
HBIX [I0Ka3aTelell HE MOXKET IOJHOCThIO
MOATBEPAUTh HAJTUYME HACIICCTBEHHOW OI-
THYECKOW Helpomnatuu Jlebepa, BO3MOXKHO,
YTO KOMOMHHPOBAHHAS OILICHKA JAHHBIX Ia-
paMeTpoB, XapaKTEPHU3YIOLIUX pa3JInyHbIC
acTeKThl MOP(POPYHKIIMOHATHHOTO COCTOSI-
HUS MHUTOXOHJPUN, MOXKET CTaThb XOPOLIEH
cTpaTerueii B CKPUHHUHIE W MOHUTOPHUHIE
TedeHusl 3a00IeBaHMUs.
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