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Pe3tome. Maxcad: neonaman eunepounupybunemusnapoa mapkasuti acab musumunuve (MAT) nepunaman
WUKACMAGHUWIAPU2A — XOC — KIUHUK-OUAZHOCTUK — XYCYCUSIMAGD — MYPUCUOASU  3AMOHABUL  MAbIYMOMIAAPHU
ymymaawmupuwl. Mamepuan éa ycyaiap: 6unupyoun HeupomoKCuKIUSUHUHS MEXAHUSMAAPU, OUTUPY OUH-UHOYYUPTIAHSAH
Heeponoeuk oucyurxyusi (BIND) xasgh omunnapu, ymxup 6a cypyHkauu OumupyOun 3HYe@haronamusiCuHune KIUHUK
beneunapu, 1a60pamop 8a UHCMPYMEHmMan OUAHOCMUKA UMKOHUAMAApUea 6aguuLianean 3aMOoHAGULL UIMULL Manbariap
maxaun Kununou. Hamuoicanap: MAT wuxacmaanuwu xaspu gpaxkam xon 3apoobudacu ymymuil Gusupyour Mmukoopuea
amac, 6anku IPKuH 6oeIaHMAan bUIUPyOUr 0apaxicacu, arbOyMuHHUHE OUIUPYOUHHU DOIAU KOOULUSIMU, 2eCMAYUOH
éw, eeMonu3, cencuc 6a HaKAIOKHUHZ KIUHUK Oexapopiuzuea xam 6o2mux. BIND/BIND-M wkanrarapu époamuoa
MY3UIMABUL HEBPOIOSUK OAX0AAW, MU NOACU DWUMULL YAKUPUL2AH NOMEHYUATLIAPUHY TMEKWUPULL, MACHUM-PE30HAHC
MoMO2paghust 64 MASHUM-PE3OHANC CHEKMPOCKONUSL AI0XUOA OUASHOCIMUK axamusimea 92d. Xyioca: KIuHuK, 1a00pamop
64  HeUpOPUIUONO2UK KYPCAMKUYIAPHU KOMWIEKC 6axonaul Ouiupyoun HetupomoKCUKIUSUHY dpma  AHUKIAW
CamMapaoopaueSuHy OuupULL 8a KAUMMAC He8pOoL02UK AcoOpamaiap xas@unu Kamaumupumul UMKOHUHY 6epaou.

Kanum cyznap: neonaman sunepounupybunemus, ourupyoun, ounupybun shyeganonamusacu, mapkasuii acad
muzumu, BIND, aneu mysunean 4wakaniokuap.

Abstract. Aim: to summarise current evidence on the clinical and diagnostic aspects of perinatal central nervous
system (CNS) injury associated with neonatal hyperbilirubinemia. Materials and methods: contemporary publications
addressing the mechanisms of bilirubin neurotoxicity, risk factors for bilirubin-induced neurologic dysfunction (BIND),
clinical manifestations of acute and chronic bilirubin encephalopathy, and laboratory and instrumental diagnostic ap-
proaches were analysed. Results: the risk of CNS injury is determined not only by the total serum bilirubin level, but also
by the concentration of unbound bilirubin, the bilirubin-binding capacity of albumin, gestational age, haemolysis, sepsis
and the clinical instability of the newborn. Structured neurological assessment using the BIND/BIND-M scores, auditory
brainstem response testing, magnetic resonance imaging and magnetic resonance spectroscopy are of particular diag-
nostic value. Conclusion: an integrated assessment of clinical, laboratory and neurophysiological parameters may im-
prove the early detection of bilirubin neurotoxicity and reduce the risk of irreversible neurological sequelae.

Keywords: neonatal hyperbilirubinemia, bilirubin, bilirubin encephalopathy, central nervous system, BIND, new-
borns.

Beenenue. HeonaranbHas xentyxa OTHOCUTCS

K HamboJiee  PacHpOCTPAaHEHHBIM  COCTOSIHHUSM
nepuojia  HOBOPOXAEHHOCTH, YTO OOYCIOBJICHO
(hU3MOIOTUIECKUMU 0COOCHHOCTSMU

OmpyOMHOBOTO OOMEHa B TIEPBHIC IHU SKH3HU.
[NoBsiieHHOE 00pa3oBaHue OMIMPYOUHA BCIICACTBUC

HHTEHCUBHOTO pacHajga 3PUTPOLMTOB COYETAETCS C
(YHKIMOHAILHOH HE3PENOCThI0O MEXaHU3MOB  €ro
NeY€HOYHOr0 3axBaTa M KOHBIOTALMM, a TaKXKe C

JHTeporenarudeckod  mupkymsimuein  [6].  Ilpum
(U3UO0IOrMYECKOM TEUEHHH YKa3aHHbIE MPOLECCH
HOCSIT TPaH3UTOPHBII XapakTep u HE
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COIPOBOKAAIOTCS MOpaKEHUEM LEHTpaTBbHON
mepBHo cucteMbl (IIHC) [3]. Bmecte ¢ Tem
Ype3MEepHOE  HAKOIUICHHE  HEKOHBIOTUPOBAHHOIO
OmpyOnHa OKa3bIBaeT HEMPOTOKCHIECKOE JICHCTBIE
M TpUBOAMT K  (QopMupoBaHuio  OwinpyOuH-
WHAYIIPOBAHHON HEBPOJOTHYECKON TUCPYHKINU

(bilirubin-induced neurologic dysfunction, BIND) [5].

Knuanueckas BOCIIPUHUMYHNBOCTD
HOBOpO)KZ[éHHBIX CyHIECTBCHHO pa3ianiacTea Hu
OIIPEACIACTCA HC TOJIBKO BBIPAXXCHHOCTBIO

TUNEepOMTUpYONHEMUH, HO HW  TeCTAIl[MOHHOU
3pENoCThiO, HAJMYMEM TeMOJIN3a, WH(EKIMOHHOTO
mporecca, HH3KOM  Maccel Tella W JPYTux
comyTcTBytomux cocrosuuii. R. Gamaleldin u coasr.,
obcnenoBaBmme 249 HOBOPOXIAEHHBIX C TDKETOM

TUNCPOMTUPYOMHEMUCH, TOKa3ald, YTO YPOBEHb
00IIIero ChIBOPOTOYHOTO OWIHMpYOWMHA JHIIH B
OTpaHHYCHHOM Mepe OOBACHSIT pa3Butue

OmpyOnHOBO# dHIe(amonaTuy, TOTHAa KakK 10
JIAHHBIM PETPECCHOHHOTO aHAIM3a C BEPOSTHOCTHIO

HEBPOJIOTMYECKOT0  MOPaKCHUS  OBbLIM  CBSI3aHBI
reMOJINTUYEeCKass 0OJIe3Hb, CENCHUC M HHU3Kas Macca
Tena [4].

B cBs3M ¢ 3THM KIMHHMYECKas 3ajavya IpH
HEOHATANFHOW THIEPOMINPYOHHEMHUH 3aKITI0YaeTCs
HE TOJIbKO B CBOEBPEMEHHOM BBISIBIICHUH [TOBBIIICHUS
OnnMpyOrHa, HO U B BBHIACICHUH HOBOPOXKIEHHBIX C
HanboJiee BRICOKOH BeposITHOCTEIO nopaxkeHust [[HC.
Oco0y10 THarHOCTHYECKYIO MPOOJIEMY MPECTABISIOT
cyOknmuanyeckue ¢opmel BIND [4, 5] mpm
OTCYTCTBHU  BBIPQXKCHHBIX IPOSBICHUN  OCTPOH
OmmMpyOMHOBOM 3HIIE(aTONAaTHH Y TaKUX JETeH yxke
MoryT (hOpMHUPOBaThCs (PyHKIIMOHATbHBIC HAPYILICHUS
CIIyXOBOI'O aHAIN3aTOPa M M3MEHEHMS OTIENIbHBIX
CTPYKTYP TOJIOBHOTO MO3Ta.

ear o0630pa: 0000IMUTE COBpPEMEHHBIC
JaHHBIE O KIMHUKO-NATOTEHETUYECKUX MEXaHH3Max,
dakTOpax pHUCKA W JUATHOCTUYECKUX KPHUTEPHUSIX
HMOPAKEHUS OHC mpu HEOHATaJIbHOU
TUNEepONTUPYONHEMHUH C aKIIEHTOM Ha BO3MO>KHOCTH
pPaHHEero BBIABICHUS OWJIMPYOWH-UHAYLMPOBAHHOMN
HEBPOJIOTHYECKON JUCHYHKITUH.

IIaToreHeTnyeckne MeXxaHU3MbI NOPAKEHUS
HOHC. KimroueBoe  3HaueHWe B Pa3BUTUHU
OMIMpyOMHOBOH HEHPOTOKCHYHOCTH IPHUHAATICKHUT
HEKOHBIOTUPOBAHHOMY OHJIMPYOHHY, TPEXKIE BCETrO
ero ¢pakmum, He CBI3aHHOH C adbOyMUHOM.
AnpOyMuH BBITOJTHSIET TPaHCIOPTHYIO u
OJITHOBPEMEHHO NPOTEKTHUBHYIO (YHKLHIO, CBSA3bIBAs
HEKOHBIOTUPOBAHHBIN OMIUPYOWH U OTpaHUYUBAS €TO
IPOHUKHOBEHHUE B TKaHU. [10BBIIIEHNE KOHIIEHTPALIH
OnnMpyOHHa, CHIKCHHE COIePKaHUs allbOyMHUHA W

YMEHBITICHHEC ero OMIIpy OWH-CBSI3BIBAIOMICH
CIOCOOHOCTH  COIPOBOMKAAIOTCSI  YBEJIIMYECHHEM
cBOOOIHO (pakiuu 2, 3].

Iocne MIPOHUKHOBEHHUS qyepes
reMaTodHIe)aTnIeCKui Oapbep
HEKOHBIOTUPOBAHHBII OowmpyOuH OKa3bIBaeT

KOMIUIEKCHOE MOBPEXKIAIOIEE JEHCTBUE HA HEUPOHBI
W TIOHaIbHBlE  KJIETKH. Ero  nHakomneHue
aCCOLMMPOBAHO C HApYIIEHHEM MUTOXOHPHUAIBHOTO
IOBIXaHUA W OKHUCIUTENbHOTO (ochopunmpoBanus,
YCWICHHEM  CBOOOJHOPAJHKAJIbHBIX  IPOLECCOB,
M3MEHEHUEM KaJIBIUEBOTO roMeocTrasa 17
MEXKJIETOUHON TepeJaydl CUTHANOB; OZHOBPEMEHHO
HapymaTes auddepeHITUpOBKa OJIUTOICHIPOIIUTOB
U MHEIHHU3ALMSL [Ipuy  BEIp@XEHHOM W
MIPOJOIDKUTENEHOM BO3IEHCTBUU COBOKYITHOCTD 3THX
W3MEHEHUI  NPUBOAMT K  IPOrpeccUpyrolei
HelpornuanbHoi qucyHKIMK 1 THOenu KIeTok [3].
XapakTepHO ~ OCOOEHHOCTHIO  OHIMPYOMHOBOTO
MOPAKEHHUS] SABJSIETCA  CEJIEKTHBHAs  YA3BHUMOCTh
oTaenbHBIX cTpykTyp IIHC: Hambomnee THIMYHBIC
W3MEHEHHUS JIOKAIM3YIOTCSI B  ONemHOM  Imape,
cyOTamaMHuecKuX fAApax, OTHACNbHBIX AIpax CTBOJA
MO3ra, CIYXOBBIX MPOBOAAIIMX MyTsX, THIIIIOKaMIle U
mo3xeuke [10, 12].

OcCOOEHHO BBICOKOH UyBCTBUTEIBHOCTBIO K
OmMpyOnHy XapakTepH3yeTcsl CIyXoBas CHCTEMa.
[TopaxeHune c1yxoBOro HepBa ¥ CTBOJIOBBIX CIIyXOBBIX
nyTed MoXKeT (popMHpoBaThCS €€ [0 MOSBICHUS
BBID@KEHHBIX JIBUTATENbHBIX HapyweHui. Ilpu
OTHOCHTEIBHOMN COXPaHHOCTHU HapyKHBIX
BOJIOCKOBBIX KJIETOK YIIUTKH HapyILeHne
HEUPOHAIILHON Iepefadu IPUBOAUT K Pa3BUTHIO
paccTpoiicTBa  CIEKTpa CIyXOBOM  HeWpomaTtuu
(auditory neuropathy spectrum disorder, ANSD) [2].

DakTOpbI pucKa OusIMpyonHOBOI
HelipoTokcmyHOCTH. Bepostaocts nopaxenust LITHC
OIlpenensieTcss He TOJbKO aOCOJIOTHBIM YPOBHEM
o0miero ceiBopoTouHOro OmnupyOuHa (total serum
bilirubin, TSB), HO W COBOKYIHOCTHIO (HhaKTOPOB,

CHOCOOHBIX  yCHJIMBATh €r0 HEWPOTOKCHYECKOE
neficTBHe. CornacHo aKTyaJN3UPOBAHHBIM
PEKOMEHIAISIM AMepUKaHCKOM aKaeMuu

nequaTpun (American Academy of Pediatrics, AAP),
K TakUM COCTOSIHUSIM OTHOCSTCA TeCTallOHHBIH
BO3pacT MeHee 38 Henenp, KOHIIEHTpanus anbOyMuHa
meHee 3,0 T/m1, U30MMMYHHBIA TeMOJIN3, ACPUIUT
oK030-6-hocharneruaporenassl (GOPD) u npyrue
IeMOJIMTUYECKAE COCTOSIHUS, CEICHC, a TakKxKe
3HaYMMasi KIMHUYECKas HECTaOMIBHOCTh B TEUEHHE
npeamectByomux 24 yacoB [6]. OcoOyio rpymiy
PHMCKa COCTaBJIAIOT HEJJOHOIIEHHBIE HOBOPOKAEHHBIE:
HE3PEeNIoCTh (PepPMEHTATUBHBIX CHCTEM KOHBIOTAIMU U
JNMMUHAIMK  OWJIMpYOMHA CcOdYeTaeTcs y HHUX C
MOBBIIIEHHON BOCHPUUMYMBOCTBIO Pa3BUBAIOIICHCS
HEpBHOW CHCTEMBI W OrPaHMYCHHOW OWIMpyOUH-
CBSI3BIBAIOIIEH CITOCOOHOCTHIO anpOyMuHa.
[lpucoeanHeHne  THIIOKCHU-MIIEMHH,  alWa03a,
CeNCUCa WM THIOAT0YMUHEMHN CIIOCOOCTBYET
yYBEJMUEHUIO CBOOOMHOW (pakuuu OwnupyOuHa H
obnerdaet e€ mponukHoBenue B [LIHC [3].

3HaYNMBIM 3THOJIOTUIECKUM u
MIPOTHOCTHYECKUM  (DaKTOpOM  SBISIETCA  ASPUIUT
G6PD. VYcunenne OKHCIMTENBHOTO CTpecca IpHU

buoJsiorusi Ba THOOMET MyamMMoJIapu
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JAHHOM  COCTOSIHMM  CHOCOOHO  MHHUIIMHPOBATH
WHTCHCHUBHBI TEMONM3 C OBICTPHIM U TPYIHO
NPOTHO3UPYEMBIM TIOBBILIEHHEM OunupyOuna. B
cB3u ¢ dtuM Aepurut GO6PD paccmarpuBaeTcs
OJITHOBPEMEHHO KaK MIpUIHHA TSOKETON
TUNEpOMTUPYOMHEMUN W KaK 3HAYUMBIA  (hakTop
pucka sinepHoit xxentyxu (kernicterus) [7].

MHoTro(pakTOpHOCTh OmmupyOonHOBOM
HEHPOTOKCUYHOCTH TOATBEPKIACTCA pPe3yJbTaTaMu
R. Gamaleldin ¥ coaBT.: y HOBOPOXIEHHBIX C
TOKENOM TUNEepOMITUpyOHHEMUEH Rh-
HECOBMECTHUMOCTh u Cercuc CYILIECTBEHHO
YBEIMYMBAIIA BEPOSTHOCTh OCTPOH W IMOCIEAYIOLICH
XPOHMYECKOW  OWIMPYOMHOBO¥M  SHIE(aonaTuy,
TOTAa Kak JeTH Oe3 IOTIOJHHUTENHHBIX (PaKTOpoB
pUCKa  MOIJIM  TEPeHOCUTh  Oojiee  BBICOKHE
KOHITCHTPAITHH obmero ommpyOnHa 0e3
KJIMHUYECKUX  IMPHU3HAKOB HEHPOTOKCUYECKOTO
nopaxkeHus [4].

Knaunnyeckue NP OsIBJICHMS
ounmpyonnosoro nopaskenusi IIHC. Kimmanaeckue
NpOsIBIICHUS  OWIMPYOMHOBOH  HEHPOTOKCHYHOCTH
00pa3yloT IMHPOKUI CHEKTP — OT MHUHHMAILHOM
HEBPOJIOTHUYECKOH AUCHYHKIUHU A0 THKENOU OCTpO
OmwTMpyOMHOBOM 3HIEDATONATH W HEOOpaTHUMOM
SANepHON xenTyxu. s 00ObeJMHEHUS 3TOTO CIIEKTpa
ucnonszyercss  noHstue  BIND,  otpaxkarouiee
pa3n4yHbIe CTEeTIeHN (YHKIIHOHAIIEHOTO u
CTPYKTYPHOTO TOPaKEHUS HEPBHOH CHCTEMBI TOX
BO3JIeiicTBHEM OnnpyOunHa.

Ha HauanpHBIX 3Tanax ocTpoiil OmimpyOnHOBOM
sHIIe(paIoNaTHN KIMHUYECKHE TPOSBICHUS HEPEIKO

HecrienquuuHbl: y peOEHKa MOTYT OTMeuYaThCs
CHI)KEHHE  aKTUBHOCTH, BSUIOCTb,  YXYIIICHHE
COCaHMs, M3MCHEHHE MBIIIEYHOTO TOHyca H

HECTaOWMIILHOCTH MoBeeHUs. Hu3kas criennmaHOoCTh
pPaHHUX CHUMITOMOB 3aTpPyAHSET CBOEBPEMEHHOE
pacrmo3HaBaHUe OMITHPYOMHOBOTO TTOPaKEHUS,
MOCKOJIbKY CXOJIHBIC MPOSBICHUS BCTPEUAIOTCS TPHU
cercuce, TUITOKCHYECKH-UIIIEMHUYECKOM
nospexxaennu LIHC n Mmetabonmueckux HapyIeHHsIX.

Ilo Mepe MIPOrPECCUPOBAHUS
HEHPOTOKCHYIECKOTO MpoIiecca KIIMHNYEeCKast KapTHHA
CTaHOBHUTCS  0OoJiee  XapaKTEepHOW:  MOSABISIOTCS
BEIpQXCHHBIC HApPYIIEHUS MBIIIEYHOTO TOHYCA,
pasrubaTenpHas yCTaHOBKA TYJIOBHIIA, PETPOKOJIIHC,
ONHUCTOTOHYC, HPOH3UTEIbHBIA BBICOKOYACTOTHBIN
KPHK M 3MIM30/bl aniHO). [1osBIIeHNE MPOMEKYTOUHBIX
WIA TSDKEIBIX TPHU3HAKOB OCTPOH OWIMpPYOWHOBOM

sHIIe(AIOTIATHH uMeer HETOCPEICTBEHHOE
TEpaneBTUYECKOE 3HAYCHUE, MOCKOJIbKY
paccmarpuBaercss  AAP  kak  mokazaHue @ K
JKCTPEHHOMY OOMEHHOMY TIEpEITMBAHUIO KPOBH [6].
[Ipu HeoOpaTuMoM MOBPEXAECHUU
dbopmupyeTcs XpOHUIECKas OmpyOnHOBas

sHUE(ATONATHS, U PACCTPONUCTBO CIIEKTPA SAEPHOM
xentyxu (kernicterus spectrum disorder). Haubomnee
XapakTepHBIMH €  TIOCIEACTBUAMH  SBISIOTCS

HapyIIeHUs MBIIIEYHOTO TOHyCa W JIBUTaTeIbHOIO
KOHTPOJIS, TUIIEPKUHETUYECKUE (dbopmbl
LepeOpanbHOro mNapajiuya, AWCTOHUS, HapyIICHHS
BEPTUKAIFHOTO  B30pa W  CiIyXa,  BKJIOYas
BBIPAKEHHYIO CIIyXOBYIO0 HEMpOMATHIO; B OTIENBHBIX
CITyqasx OTMEYAroTCs HapyIICHUS
HEUPOIICUXUYECKOT0 pa3BuTus [3, 5].

Kinnnuyeckasi onmeska u mkana BIND.
BaxubiM MHCTPYMEHTOM 00BEKTUBU3ALNN
HEBPOJIOTHYECKOTO COCTOSHHUS HOBOPOXKIEHHBIX C
runepounupyouHemueir  spnsercss mkama BIND,
MO3BOJISIONIAs] CTAHAPTU3UPOBATH OLIEHKY OCHOBHBIX

KIIMHUYECKUX MIPOSIBJICHUH OunmpyOHMHOBOM
sHHe(aIONMaTHX  HAa  OCHOBAHWU  HW3MCHEHH
[ICUXMYECKOI0 CTaTyca, MBIILIEYHOTO TOHyca H

xapakTepa KpuKa.

JlanpHeHIuM pa3BUTHEM 3TOTO TIOAX0/1a cTaja
MoauduumpoBanHas mkaiaa BIND-M, pazpaboTanHas
UIA  TOBBIEHUS (G (EKTUBHOCTH KIMHUYECKOTO
BBISIBJICHHSI OCTPOH OMIMpYOHHOBOH SHIE(aIonaTuy,
B TOM YFHCJI€ B YCIOBHAX OIPaHUIEHHON JOCTYITHOCTH
WHCTPYMEHTAJILHON OUAarHOCTHKH. B mccienoBaHuM
P.G. Radmacher u coagr., BxmodasiieMm 333 mapHbie
KIIMHUYECKUE OIICHKH HOBOPOXIEHHBIX C KEITYXOMH,
3HAYCHUE BIND-M >3 obecrieunBaio
gyBcTBHTENBHOCTE 90,7% u crieruduanocts 97,7%;
MOJIOKHUTENbHAS MPOTHOCTHYECKAS LEHHOCTh
cocraBmia 88,9%, orpumarenbHas — 98,2% [9].
Bricokas oTpuniarensHas IpOrHOCTHYECKAs [IEHHOCTD
OCOOCHHO BaKHA [UIsI KIMHUYECKOW TMPaKTHKH,
MOCKOJIBKY MO3BOJISIET UCTIONIb30BaTh
CTPYKTYpPUPOBAHHYIO OIIEHKY JIJIS BRIZCIICHHS JeTel ¢
HHU3KOM  BEPOSITHOCTBIO  BBIPAXKEHHOM  OCTpOM
SHIIe(haIOATHH.

Bmecte ¢ TemM BIND u BIND-M He noipKHBI
MIPOTHUBOTIOCTABIISATHCS Ta00paTOPHBIM u
WHCTPYMEHTQJIBHBIM ~ METOJaM: HMX  OCHOBHas
MUArHOCTHYECKas  I[EHHOCTh  3aKI0YaeTcs B
CTaHAAPTU3UPOBAHHOM OLICHKE KIIMHUYECKUX
NPOSIBJICHHH W JHHAMWYECKOM HaONIOJeHHH 32
pebénkoM.

JlabopaTopHasi JAWMArHOCTHKA M OIEHKA
OnupyorHOBOTrO Npoduias. OOl CBIBOPOTOYHBIN
OmmpyOmH  ocraércsi  0a30BBIM  JIAOOPaTOPHBIM
[oKa3aTelleM Uil OIpENeNIeHUs] TOKa3aHuhi K
doroTeparmui U1 OOMEHHOMY TEPEIUBAHUIO KPOBH.
Opnnako TSB xapaktepusyer oO0IIy0 KOHIEHTPAIIHIO
OwMpyOMHa B KPOBM U HEMOCPENCTBEHHO HE
OTpakaeT ero pacmpejefieHHe MeXIy CB3aHHOU U
cBOOOHON (pakiusaMu. B pesynbraTe ofWHAKOBBIC
3HaueHuss TSB MOryT COOTBETCTBOBATH pPa3iIMYHOMI
KOHILIEHTpaLuu OMONIOTHUYECKH AKTUBHOTO
HECBSI3aHHOTO OwmmpyOWHA W, COOTBETCTBEHHO,
pasnuuHOoMy pucky nopaxenus LTHC.

B or1olt cBsA3m 0co0oc¢ BHWMAaHHE YACTSCTCS
OTIPE/ICTICHUIO HECBSI3aHHOTO (cBOOOTHOTO)
owmpybuna (unbound bilirubin, UB/Bf). B
IIPOCIIEKTUBHOM HcCiefioBanny S.B. Amin U COaBT. y
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MO3THIX HETOHOILICHHBIX u JOHOIICHHBIX
HOBOPOXAEHHBIX c TKENOU KEATYXO0M
KOHILIEHTpanusl HECBA3aHHOTO OMIMPYOHHA OKa3aiach
bonee mHDOpPMATUBHBIM TIoKa3zarenaeM pucka ANSD,
yeM TSB 5 MOJISIPHOE OTHOILIEHUE
omnmupyoun/ans0ymuH [2].

Ilpn orpaHu4YeHHOW MAOCTYMHOCTH MPSIMOTO
ompeneneHuss Bf gononHuTensHy0 wHGOpMAIHIO
MOJKET JaTh OTHOIIEHUE OMIHpyOHH/aIbOyMUH. DTOT
MOKa3aTellb KOCBEHHO  XapaKTepH3yeT  CTEeleHb
HACBIILEHNS OMITNPYOHH-CBA3BIBAIOLIEH CIIOCOOHOCTH
abOyMHHA, XOTSl U HE DKBUBAJICHTEH KOHIICHTPAIMH

cBoOomHOTO OwmnmupyomHa. Meraanaims 2026 .
NPOJEMOHCTPUPOBAT  CTATUCTHYECKH  3HAYUMYIO
CBSI3b HOBBIIIEHHOTO OTHOIICHUS

onmmpyOun/ans0ymun ¢ puckom BIND [1]; BmecTe ¢
TEeM TeTEePOTeHHOCTh BKIFOUEHHBIX HCCIICTOBAHIN
OTpaHUYMBAET BO3MOXXHOCTh €T0 HCIONB30BaHUS B

Ka4eCTBE  CaMOCTOSTEIbHOTO  JHAarHOCTUYECKOTO
KpHUTEpHUSL.
CayxoBble BbI3BaHHbIe IOTEHUUAJIbI B

paHHeii qUarHocTHKe. BricOKas 4yBCTBUTEIBLHOCTD
CI[yXOBOTO aHaJM3aTopa K TOKCHYECKOMY ICHCTBHUIO
OunMpyOHnHa ompenenser 0co0oe IUarHOCTHYECKOe
3HAYEHHE CIYXOBBIX BBI3BAHHBIX MOTCHIINAIOB CTBOJIA
Mmo3ra (auditory brainstem response, ABR; brainstem
auditory evoked potentials, BAEP). B otmuume or
METO/I0OB, OPHMEHTHPOBAHHBIX NPEHMYILIECTBEHHO Ha
BBISIBJICHUE YK€ CPOPMHPOBABIINXCS CTPYKTYPHBIX
H3MCHEHUH, ABR O3BOJISIET OLIEHUBATh
(YHKIMOHAIBHOE COCTOSIHAE CIYXOBBIX HEPBHBIX
IyTEH M TeM CaMbIM BBIABIATH PaHHUE NPOSIBICHUS

HEHUPOTOKCUYHOCTH.
[Ipu Oy OMH-UHIYITHPOBAHHOM
NOPaKEHUHW  MOTYT  ONPENeNsAThCS — yBETHUCHHE

JATEHTHOCTH, U3MEHEHHUE MEKIIUKOBBIX MHTEPBAJIOB,
YMEHBIICHUE aMIUIUTY bl UIIK OTCYTCTBHUE OTCIHHBIX
KOMITOHEHTOB ~ BBI3BaHHOTO oTBeTa. (CoueraHue
natonorudeckoro ABR ¢ coxpanénHol (yHKIMeH
HapY>KHBIX BOJIOCKOBBIX KJIETOK, IOJTBEPKIEHHOM
O0TOAKyCTHUYECKOH SMUCCHEH, COOTBETCTBYET
XapaKTEPHOMY TUTSt OnTpyOUHOBOM
HelipoTokcnaHOoCTH (heHoturry ANSD.

B uccnegosanuu Z. Lu 1 coaBT., BKIIOYABIIEM
103 HOBOPOXAEHHBIX, YACTOTA MATOJOTUYECKUX
pesynpTatoB BAEP u3MeHsach B 3aBHCHMOCTH OT
BEIp@XEHHOCTH TurepOmmpyounemnn [8]. Otun
JTaHHBIC MIOATBEPKIAIOT BO3MOKHOCTh
(YHKIIMOHAIEHOTO TTOPaXEHUS CIYXOBOTO MyTH eIe
10 (GOPMUPOBAHUS KIACCHYSCKOW KIMHUYCCKOU
KApTUHBI SIEPHON KENTYXH.

MaruuTHO-pe3oHaHcHas ToMorpagusa. MPT

TIO3BOJISICT 00BEKTUBU3UPOBATH CTPYKTypHOE
MOPaKCHUE TOJIOBHOTO MO3ra U OIPEICIIUTh
XapaKTEPHYIO Tomnorpaduio OmIMpyONHOBOM

HelpoTokcnyHOCTH. B ocTpoMm mepuoae Haumbosee
TUNUYHBIM MP-ipr3HakoM cuMTaeTcsi AByCTOPOHHEE
CUMMETPHUYHOE MOBBIIICHUE UHTCHCUBHOCTU CUTHANa

or Omegnoro mmapa  (globus pallidus) wu
cyOramamuueckux  smep  Ha  T1-B3BEIIEHHBIX
n300paKeHUsX; Ui XPOHHYECKOH OMnnpyOHHOBOM
sHnedanonatuu Oonee XapakTepHa ABYCTOPOHHASA
TUIIEPUHTEHCHUBHOCTh COOTBETCTBYIOIIMX CTPYKTYP
Ha T2-B3BemeHHBIX N300pakeHusx [12, 13].

Huarnoctuueckue Bo3MoxHOCTU panHed MPT,
0JTHAKO, OTpaHUYCHEI. duznonoruyeckast
MHUEITUHM3AIUS TIyOOKUX siiep TOJIOBHOTO MO3ra
HOBOPOXIEHHOTO MOJKET COIPOBOXKIATHCSI
MOBBIILICHUEM T1-curnana u 3aTPYIHATh
mddepenpanuio HOpPMAaJIbHBIX BO3PACTHBIX
W3MEHEHUII OT MAaTOJIOTHYECKHX; BMECTE C TeM
OTCYTCTBHE XapakTepHoro MP-marrepHa B paHHEM
TIepuoIe HE HCKITIOUaeT OMmTHpyOUH-
nHAyLIpoBaHHoro nopaxenus LIHC [12].

B uccrnenosanum H. Zheng u coaBt. cpeam 76
HOBOPOKIEHHBIX c TUIepOMIHpy OMHEMHUEH
IBYCTOPOHHEE CHMMETpHU4YHOE IHoBblmeHune T1-
cUrHaia ot OjeqHOro Iapa BeIsBICHO Yy 48 (63,2%)
JeTel; YacToTa ATOro Mpu3HaKa Bo3pactaina oT 31,3%
B rpymne ¢ JIErkoi runepOmmpyounemueit 1o 95,2%
B Tpy1Ie ¢ Haubomnee TsokEnoi [13].

OcobenHo 3HAYUMBI pe3yIbTaThI
cucreMatuueckoro o6zopa N.M. van der Meulen u

coaBT. (2024), BkmrovaBmero 22 WCCICIOBAHHMS:
TIOJIOKUTENbHAS MIPOTHOCTHYECKAS LIEHHOCTh
MaTOJOTUYECKOMN MPT B OTHOIIICHUH
HEOMarompusATHOTO  HEHpOpa3BUTHUA  COCTaBHIIA

77,5%, nocturas 92,3% npu No3AHEM HCCIIEJOBAaHUU
npotuB 71,7% mnpu panneit MPT. B To xe Bpems
OTpHIIaTeIbHAS MIPOTHOCTHYECKAs IIEHHOCTh
HopmanbHoit MPT cocraBuna numis 29,0% [11].
Bo3mo:xHoCTH MATHUTHO-PE30HAHCHOM
CIIEKTPOCKOIHH. MarsuTtHO-pe30HaHCHast
cnektpockormsi  (MRS) pacmmpsier  BO3MOKHOCTH
HEHPOBU3yaIHU3AITI 3a CcuéT OLICHKU
METa0OJIMICCKOTO COCTOSHUS HEpPBHOW TKaHW. B
oTnuuue oT craHgaptHod MPT, opueHTHpoBaHHOMN
MIPEUMYIIECTBEHHO Ha CTPYKTYpPHBIE WM3MCEHEHHUS,

MRS  cmocobHa  perucTpupoBaTh — HApYIICHHS
KJIETOYHOTO Merabonamu3Mma, HOTEHIMAIEHO
NpeAIIeCTBYIONE  (OPMUPOBAHHUIO  BBIPAKEHHBIX

MOP(}OIOrMYECKUX U3MEHCHHUI.

B mpocniektuHOM nccnenoBannu L.K. Zidan u
COaBT. Yy  JIOHOIIECHHBIX  HOBOPOXIEHHBIX  C
MaTOJOTUYECKOMN HEKOHBIOTUPOBAHHOM
runepounupyOnHeMuen u NErKoi ocTpoit
OmmpyOUHOBOM sHIIehaTOMaTHEH BEISBIICHO
camwkenrne otHomeHnd NAA/Cr u NAA/Cho mpu
onHOBpeMeHHOM yBenndennu Lac/Cr o cpaBHEHHIO C
HOBOPOXKACHHBIMA C THIEPOMIUpYyOMHEMUEH 0e3
sHIehaIoNMaTui U 3M0pOBEIMU neThMU [14]. Takoit
MeTaboiandeckuii npoduib OTpakaeT HapylLIeHHE
HEUpPOHAJLHON IIEJIOCTHOCTH W JIHEPTeTHYECKOTO
oOMeHa. ABTOpaMH IMOKa3aHa TaKKe MOTEHIHATbHAS
JIMarHOCTUIECKas IEHHOCTh COYETaHHOTO
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npuMeHeHust MRS u ABR i panHero BbIsIBIEHUS
BIND.

JAudpdepeHunanbHas JHATHOCTHKA.
Pasrpannuenne OunmpyOHHOBOW HEWPOTOKCHYHOCTH
U JIpYyTUX BapHaHTOB IEPUHATAIBHOIO MOPaKEHUS
IHHC ocraércs COXHOW KIMHUYECKOW 3amadcii.
Bsimocts,  HapylieHue ~— cocaHus, — U3MEHEHHE
MBIILIEYHOTO TOHYCa, CYJOpPOXKHas TOTOBHOCTh U
IObIXaTeNbHbIE  paccTpoicTBa  00NamaloT  HU3KOM
HO30JIOTUYECKOH  CIEMU(UYHOCTBIO W MOTYT
COIIPOBOKAATh CENCHC, MEHHWHIUT, TUIOTIMKEMHIO,

3JIEKTPOJIMTHBIE  HAPYWIEHUS M  TUIOKCHYECKH-
UIIEMHYECKYIO SHLE(aTIONATHIO.

[loaromy  aumarHoctuka  OmIHpyOMHOBOI
sHUedanonaTUM  JO/DKHA ~ OCHOBBIBATbCA ~ HA
WHTETpaIbHON OLIEHKE KIIMHUYECKUX u

MapakIMHIYeCKUX NaHHbIX. Hambonpiree 3HaueHue
UMEET COYETaHWE JIOKYMCHTUPOBAaHHOW JMHAMHKHU
HEKOHBIOTUPOBAHHOMH TUTIEpOUITHPY OHHEM U,
(hakTopoB HEHPOTOKCUYECKOTO pHCKa,
MOCTIEIOBATENIFHOTO  Pa3BUTHSA  HEBPOJIOTHIECKHUX
MPOSIBIICHUM, pe3ynbTaToB oleHku mo BIND/BIND-
M, QYHKIHOHAJIBHOTO HCCIENOBAHUS CIyXOBOTO
aHaJIM3aTopa U HeHPOBU3yIU3AlINH.

C IMarHoCTHYECKON TOYKH 3PEHHUS OCOOCHHO
WHPOPMATHBHO coueTaHne BEIpaXCHHO U
HEKOHBIOTUPOBAHHOW  TUNEepOMIMpyOMHEMHH ¢
MpU3HAKAMH TOPaKEHHs 0a3albHBIX TaHIJIEB U
CIyXOBBIX  CTBOJIOBBIX  IyTeil.  J[BycTOpoHHee
CUMMETPUYHOE BOBIIEYEHHE ONEAHOTO Iapa |
cyOTanamuueckux sijiep (GopMUPYET XapaKTepHbIH
MaTTepH, MO3BOJIIONNN OTIMYUTh OWIHPYOHUHOBYIO
9HIIe(ATOATHIO oT MHOTHX BapUaHTOB
TUTTOKCHYICCKU-UIIEMIYECKOT0 TTopaykeHus [12].

Otaanénnbie HEBPOJIOTHYECKHE
nocjaeacTBHS. Tsox€nast  saepHas — JKenTyxa
MPEJCTABIIICT HauOoJiee BBIPAKCHHBIA BapHaHT
OmMpyONHOBOM HEUPOTOKCHIHOCTH, OHAKO
KIIMHAYECKOE 3HAYEHUE MMEIOT U MEHEe OYEBUIHBIC
¢dopmbl mopaxkenuss. Ocoboro HaOMOACHHUS TPEOYIOT

JETH, nepeHéciune 3HAYUTENBHYIO
TUNeponIupyOonHEeMUI0 0e3 KJIaCCHYeCKUX MPU3HAKOB
XpOHUYECKOH  OmnmpyOMHOBOM  3HIE(aTIONATHH,

MOCKOJIBKY OTCYTCTBHE TpyOOH HEBpOJIOTHYECKOMH
CUMIITOMAaTHUKM B HEOHAaTAIbHOM TIEpPHOJE HE
HCKJIIOYaeT MOCTIEAYIOINX (yHKIMOHATBHBIX
HapyLIEHUH.

K BO3MOXHBIM OTHAIEHHBIM TOCIEACTBUIM
OTHOCATCA  CIyXOBas  HEWpomaTHs,  3adepiKKa
MOTOPHOTO M pPEUYEBOT0 pa3BHUTHUS, pacCTPOMCTBa
KOOpAVHAIlMM M MBIIIEYHOTO TOHYyCa, a Takke
KOTHUTUBHBIE U TOBEJEHUECKUE HapylleHus. Bmecre
c TeM MIPUYUHHAS CBSI3b YMEPEHHOU
TUNEpOUITupyOnHEMU T c HecTeqUPpHIECKUMHU
HapyIICHUSIMHI HEHPOIICUXUYECKOTO pa3BUTHSA
OKOHYATENIbHO HE YCTaHOBJEHA; WHTEpIpeTalus
MOT00HBIX accouuanum Tpedyer yuéta

HEJIOHOIIICHHOCTH,  THUIOKCHYECKUX  COCTOSHHI,
WHEKINH U JPYyTUX IepUHATATBHBIX (hakTopoB [3].

CoBpeMeHHasi KOHIeNUHUSI KOMILIEKCHOI
AUATrHOCTUKU. COBOKYITHOCTh HMMEHOIINXCS JTaHHBIX
CBUJICTEIBCTBYET 00 OTCYTCTBUM €IUHCTBEHHOTO
J1a60paTOPHOTO, KIIMHUYIECKOTO WITH
WHCTPYMEHTAJIBHOTO  TIOKAa3aTels, CIOCOOHOTO
CaMOCTOSITEIEHO 00ECTIEYHTh JIOCTOBEPHYIO PAaHHIOIO
MUArHOCTUKY W TPOTHO3MPOBaHWE OMIHMPYOHH-
MHAYIUPOBAHHOTO MOpaKeHUS HHC. 910
ompesiessieT  HEOOXOAWMOCTb ~ MHOTOYPOBHEBOTO
NOJX0/la, OCHOBAaHHOTO Ha  TOCIEIOBATENHLHON
CTpaTU(QUKAIIMK pPHCKA W JWHAMHYECKOH OIlCHKE
COCTOSIHUS peOEHKa.

Ha mepBoMm 3Tame 1enecooOpa3sHO yYHUTHIBATH
IECTAI[MOHHBIA  BO3PACT, IIOYACOBYIO JIUHAMUKY
obmero OmnmMpyOWHA, HaJTUYHE TEMOJIN3a, Ae(uIuTa
G6PD, cencuca, rumoais,OyMUHEMHUH U KITHHUYECKOH
HecTaOmIbHOCTH. CIIeAYIOMMA ypPOBEHb BKIIOUAET
MMOBTOPHYIO CTPYKTYPHUPOBAHHYIO HEBPOJOTUYECKYIO
oneHky mno mkaie BIND wmm BIND-M. VY
HOBOPOXKIASHHBIX BBICOKOTO PHUCKA JUATHOCTUYCCKUN
KOMIIJIEKC enecooopaszHo JIOTIONTHATH
uccienoBaneM ABR/BAEP i o0bekTHBH3anHA
()YHKIIHOHAILHOTO COCTOSIHHUS CJIyXOBOIo myTu. [Ipu
BBIPOKEHHON TUNEpONTNPYOMHEMUH, TOSBICHUN
HEBPOJIOTHUECKUX CHUMITOMOB WJIM HEOJIHO3HAYHBIX
KJIMHUYECKUX JaHHBIX Bo3pacTaer 3HaueHue MPT
rOJIOBHOTO MO3ra. B cnenuaiu3upoBaHHBIX IIEHTpax
JOTIOJTHUTENFHYE0 HHpOpMammio MoryT aatb MRS u
coBpeMeHHbIe () Py3nOHHBIE METOUKH.

3akia0uenue. Heonaranpnas
CUIEpOUIUpy OMHEMUSI MIpeCTaBIIET coboit
MTOTEHITUATEHO MOADHAITUPYEMYIO MPUYNHY
mopaxenus [[HC, mnpu koTopoli BepoATHOCTH
HEUPOTOKCUYHOCTU OMpPEAENISIETCS] B3aUMOJIEHCTBHEM
OWwMpyOWHOBOW HArpy3KM C HWHAWBUAYaIbHOMN
BOCHPUUMYHBOCTHIO HOBOPOKIEHHOTO.
lecranmonHas He3peNnocTh, CHWKEHHE OMIMPYOUH-
CBSI3BIBAIOIICH CIOCOOHOCTH albOyMHHA, TEMOJIH3,
CeTICHC W THUIOKCHYECKUE COCTOSHUS CIIOCOOHBI
CYLIECTBEHHO H3MEHATh PHUCK HEBPOJOTHYECKOIO
MTOBPEXICHUS, TOITOMY WCIOJIB30BAHUE EIUHOTO
abcommorHoro 3HadeHus TSB s omeHkH Bcex
MAIUeHTOB HE OTPakaeT COBPEMEHHOTO IMOHWMAaHUS
naroreHesa 3a00JIeBaHMUs.

Hawnbonpmeit HEHPOTOKCHUIECKOM
aKTHBHOCTBIO ~ oOnamaeTr  cBobomHas  (paxmus
HEKOHBIOTUPOBaHHOTO OmnupyomHa. Ompenenenve
HECBSI3aHHOTO OwnMpyOvHAa  HEMOCPEICTBEHHO
OTpakaeT NATOTEHETHYECKH 3HaYNMYyI0 (pakmuto,
TOT/Ia KaK OTHOILIECHHE OWNMUpyOHH/anbOyMHH MOKET
WCTIOJIb30BAThCSl KaK JOTIONHUTENBHBIA JAOCTYITHBIH
MoKa3areslb HACBIIICHUs! CBS3bIBAIOLICH CIIOCOOHOCTH
anpO0ymuHa. COBEpIICHCTBOBAaHUE METOJOB OIICHKH
CBOOOJHOTO OunmpyOunHa MpEICTaBIIsAET
MEPCIEKTUBHOE HAMPaBIICHHE MIEPCOHANTN3UPOBAHHOM
CTpaTU(UKAINH PUCKA.
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CtpyKTypupOBaHHasl HEBPOJIOTHUECKas OIICHKA
o mkamaM BIND/BIND-M coxpaHseT IeHTpalbHOE
3HAauYCHUE JJIS PAHHErO Pacllo3HABaHWS OWJIMPYOUH-
WHAYIIPOBAHHON HEBPOJIOTHYECKOW IUCHYHKIIHUH.
Uccnenosanne ABR/BAEP nomnosHser KIMHHYECKOE
o0caenoBaHue, BBISBJISIS (G YHKIIMOHATHHOE
MOPA’KEHUE  BBICOKOUYBCTBUTENBHBIX  CIYXOBBIX
nyTei 10 GopMHUpOBaHUs rPyOOro HEBPOJIOTHIECKOTO
nepurmra. MPT mo3Bonsier OOBEKTHBH3MPOBATH
XapaKTePHYIO Tonorpaduio CTPYKTYPHOTO
MOPA’KEHUS], OTHAKO HOPMAJIbHbIE PE3YNbTATHI pAaHHEHN
HEHpOBU3yalIU3allil HE O0JIAAAal0T JOCTATOYHOU
OTPULIATENBHOW MPOTHOCTUYECKOW LIEHHOCTBHIO ISt

HUCKJIFOYCHUS MOCIEYOIIHNX HapyLICHUH.
Jonomautensaoe  mpuMmeHeHne ~ MRS moker
CHoco0CTBOBATh BBISIBIICHUIO paHHUX

MeTa0OJMIECKUX H3MECHEHI HEPBHOW TKaHH.
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HEOHATAJIbHAS THIIEPBH/IUPYBHHEMHAS H
IIOPAJKEHHE I[EHTPAJIbHOH HEPBHOH
CHCTEMBI: OB30P THTEPATYPBI

Hlasaszu H M., Camuesa I11.Y., Onumorcanosa 3.0.

Pestome. Lenv: 0600wume cospementvie OaHHble O
KAUHUKO-OUAZHOCIMUYECKUX 0COOEHHOCMSX NePUHAMAlb-
HbIX NOpadicenutl yeHmpanvHou Hepsnou cucmemut (LIHC)
npu HeOHamaibHoU eunepounupyounemuu. Mamepuan u
Memoobl: nPoeedén AHanU3 COBPEMEHHBIX HAYYHBIX YO~
Kayuil, NOCGAUEHHBIX MEXAHUSMAM OUTUPYOUHOBOLU HeUpO-
MOKCUYHOCIMU, aAKMopam pucka OuIupyouH-uHoyyupo-
6anHOU Hesponoeuyeckou ouc@ynxkyuu (BIND), knunuue-
CKUM NPOSIGIEHUSIM OCIPOIL U XPOHUUECKOU OUTUPYOUHOBOU
SHYeparonamuu, a maKdice 803MONCHOCHIM 1AOOpamop-
HOU U UHCMPYMEHMANbHOU OudzHocmukuy. Pesynomamuol:
puck nopadicenus LIHC onpedensiemcst ne moabko yposHem
06Wez0 Cbl6OPOMOUH020 OUNUPYOUHA, HO U KOHYeHmpa-
yuell c80O0OHO20 HeC8A3aHHO20 OUNUPYOUHA, OUIUPYOUH-
ceszbIsarOuleli CnoCOOHOCMbIO AlbOYMURA, 2eCMAYUOHHBIM
803pACMOM, HATUYUEM 2EMONU3A, CENCUCA U KAUHUYECKOU
HeCcmaobunbHOCmbi0  HOB0POXCOEHH020. Ocoboe OuacHo-
cmuueckoe 3HaYeHue UMerm CmpyKmypupo8anHdas Heepo-
Jnoeuyeckasn oyenxa no wxaram BIND/BIND-M, uccredosa-
HUEe CIYXOBbIX BbI36AHHBIX NOMEHYUAN08 CME0AAd Mo32d,
MASHUMHO-PE30HAHCHASL MOMOSPAPUSL U MACHUNMHO-PE30-~
HAHCHAsL CNEeKMPOCKONUsl. Bbleoodwl: komniexcnas oyenka
KIUHUYECKUX, 1aOOPAMOPHbIX U  HeUpopU3UOI0SUYECKUX
nokazameineti n0O360Jsiem NogblCUmb 3hpexmusHocms pan-
He2o GvlsigleHUst OUTUPYOUHOBOU HEUPOMOKCUYHOCU U
CHU3UMb PUCK (POPMUPOBAHUSL HEODPAMUMbIX HEEPOJIO2UYe-
CKUX nOcneocmsui.

Kniouesvie cnoea: HEeOHAMAanbHas
eunepounupyouHemus, ounupyouH, ounupybuHosas
onyepanonamus, [{HC, BIND, nosoposicoénnbie.
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