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XXEJTYXU 300POBOI 0 HOBOPOXXAEHHOIO:

XenTtyxa y HOBOPOXAEHHBIX SBASETCS CaMbiM 4acTbiM CUMNTOMOM M B NOAABAAIOILEM 60/IbLIMHCTBE CNy4YaeB OTpaXkaeT 0co6eH-
HOCTM 6unnMpy6uHOBOro o6MeHa B HeoHaTaNbHOM nepuope. Y 340p0oBbIX HOBOPOXX/AEHHbIX BO3MOXHbI iBa BapMaHTa XenTyXx, He
TpebyiowWwmx neyeHus U 06ycnoBAeHHbIX rMnepbunupybuHemumeii: pusmonoruyeckas U ecTeCTBEHHOro BCKapMauMBaHus. B ocHoBe
YKeNTyX 3/,0pOBOr0 HOBOPOX/AEHHOIO JIEXUT TPaH3UTOPHOE HapyLieHWe GUNUPYOGUHOBOTO KAMpeHca (KOHbIorauuMu HempsiMoro
6unnpybuHa), He okasbliBaloLLee BAMSIHME Ha pa3BUTHe pebeHka. XenTyxa ectecTBEHHOro BCKapM/IMBaHUS OT/IMHAETCS NPOIOHTU-
poBaHHbIM, A0 2-3 Mec, Te4YeHUEM, NPU 3TOM (M3MYECKOe M NCUXOMOTOPHOE pasBUTUE peGeHKa He cTpapalot. TeM He MeHee
3aTshkHoe (6onee 14 aHeil XXU3HM) TeUeHUE XKeNnTyxu TpebyeT onpeaeneHus ypoBHS 6unupy6uHa u ero ppakumii B AMHAMUKe ANs
UCKNo4eHns 6onee cepbesHbIX NPUHUH TUNEepOUNMPY6GUHEMUM.

Knioyeesie cnoea: HeoHamasnbHble eamyxu, OunaupyouH, 6UnUapHsIl NeYeHOYHbIl KIUPEHC.
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HEALTHY NEWBORN JAUNDICES: CAUSES, COURSE, PROGNOSIS

Jaundice in newborns is the most common symptom and in the vast majority of cases reflects the characteristics of bilirubin
metabolism in the neonatal period. In healthy newborns there are two kinds of jaundice that do not require treatment and are
caused by hyperbilirubinemia: physiologic and breastfeeding ones. Transient disturbance of the bilirubin clearance (indirect
bilirubin conjugation) not affecting the child development lies at the core of a healthy newborn jaundice. Jaundice of
breastfeeding differs by prolonged course (up to 2--3 months) while physical and psychomotor development of the child is not
affected. However prolonged course (over 14 days of life) of jaundice requires determination of bilirubin and its fractions in
dynamics to rule out more serious causes of hyperbilirubinemia.

Keywords: neonatal jaundice, bilirubin, biliary hepatic clearance.

enTyxa, Bbl3BaHHas runepbunupybuHemmen,

SBNSETCS CaMblM YaCTbIM CMMMTOMOM Yy HOBO-

POXAEHHbIX, 0CODEHHO B paHHEM HeOoHaTasb-
HoM nepuone — 8o 80% HOBOPOXAEHHbBIX UMEKT XENTyXy B
nepsble 5-7 aHel xu3Hu [1]. B nogasnsiowem bonblunHcTBe
CNyYyaeB Bpay-neamaTp CTankMBAETCS C XKETyXOoM 340p0OBOro
HOBOPOXAEHHOrO — (ur3nonormyeckon runepbunupybumHe-
MUWEN W XKENTYXOW eCTeCTBEHHOIO BCKapMIMBAHMWS, HE OKa-
3bIBAOWMX OTPULATENBHOIO BAMSHUSA HA pa3BuTHe pebeHka.
B omnnuyme oT dU3MON0rnyeckon Xentyxu, CoXpaHsaoLLencs
TO/IbKO B PaHHEM HeOHaTaNbHOM Mepuofe, KeNTyxa, CBS3aH-
Has C ecTeCTBEHHbIM BCKApMMBAHMWEM, COXPAHSETCS A0 2
MeC. XXM3HM, @ Y YaCTU OeTen MOXEeT NPOoAo/KATbCSA A0 3-T0
Mec.. MMeHHO B 3TOT nepuop, HabnopaeTcs camoe Honblioe
KONMYECTBO AMArHOCTMYeCKMX OWwMbOK, Koraa noj Mackom
XXENTYXM eCcTeCTBEHHOr0 BCKapMMBaHUS CKpbIBatOTCS Honee
cepbe3Hble NPUYUHbI TMNepOUANPYOUHEMUN.

M3BecTHO, 4TO 0Opa3oBaHue 6GuAMpybMHA CBSI3aHO C
[IByMSl OCHOBHbIMW UCTOYHMKAMM: €CTECTBEHHbIM NMPOLECCOM
pa3pyLIEHUS CTapeoLMX IPUTPOLLMTOB B KIETKAX PETUKYNO-
3HOOTENMANbHOM CUCTEMbI U TEMOSIM3OM 3PUTPOLMTOB Npw
reMoIMTUYECKMX aHEMUAX U HeaDdeKTMBHOM remonoase. B
Pa3BUTUM KENTYX 3[L0POBOr0 HOBOPOXAEHHOIO (DU3Monoru-
YEeCKOM M ecTecTBEHHOro BCKAPMIMBAHMS) BedyLlyt Pofb
MrpaeT HapylleHue KOHblorauum Hemnpsmoro (cBo6oaHOro)
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6unMpybuHa B renaTouMTax, @ UMEHHO GWUAMApHOro neve-
HOYHOrO KAnpeHca [2].

BunuapHbiii nevyeHouHbl KaupeHc (puc. 1) BKAOYaeT
4 BaxxHeWLuMe cTyneHn: 1 — 3axBaT U HAKOMIEHUE HEMNpPsSMO-
ro 6unupybuHa renatouuTamu, 2 — KOHbOraums HenpsMoro
cBobogHoro 6unupybuHa no bunavpybuHa rOKYypoHWMaa
(KOHBOTMPOBAHHOMO MPAMOro BUAMPYBMHA), 3 — 3KCKpeuwms
KOHBIOTMPOBAHHOrO OUAMPYOUHA B KenYb M YACTUUYHO
B CMHYCOMOANbHYIO KPOBb, 4 — nepe3axBaT KOHbOMMPOBaH-
Horo 6unupyburHa renaTouuTamMm U3 CUHYCOMAANBHON KPOBM.

Pucysok 1. Cxema neyeHouHoOro KnupeHca Gunupybuna [2].
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Alb - anbbymuH, UCB - HeKOHBIOrMPOBaHHbLIN Bunmpy-
6uH, BCRP - tumor-pe3uncteHTHbIN npoTenH, BMG - 6unupy-
6uH MoHorntokyporua, BDG - 6unupybuH LUrnoKypoHUA,
GST - rnoTatnoH-S-TpaHcdepasa, MRP - npoteunH, accoumm-
POBaHHbIN C NIEKAPCTBEHHOW MYNbTUPE3UCTEHTHOCTBIO,
OATP - TpaHCMOPTHbIA NPOTEMH OpPraHW4eCcKMX aHWOHOB,
UGT - ypuamH-audocdat-rnokypoHmunTpaHcdepasza. Apical
(canalicular) surface - anukanbHas (KaHaAMKYNApHas)
NOBEPXHOCTb  renatoumTa. Basolateral (sinusoidal)
surface - 6azonatepanbHas (CMHYCOMAANbHAs) NOBEPXHOCTb
renaToumTa.

Bce cocmagHbie Yyacmu neyeHOYHO20 K/lUpeHca
6unupybuHa y HoBopOXKOeHHO20 pazsusamcs
no Mepe pocma pebeHka, u noHa4any umeem
Mecmo BbipaxkeHHOe CHU)KeHUe aKmugHocmu
mpaHcnopmHbix 6enkos u pepMeHmMos,
y4dacmayloujux 8 3axsame, KOHblo2ayuu

u akckpeyuu 6unupybuHa

[o HacToswero BpeMeHu Hew3BECTHO, OCYLLeCcTBASeTCS
M 3axBaT cBo6oAHOro 6UNMpybUHaA U3 KPOBM renaToumTom
C MOMOLLbI0 NEPEHOCYMKA MK SBASIETCS PE3YNbTaTOM Mac-
CuBHOM anddy3mun. Tem He MeHee Bce DBonblue MCCNenoBa-
HWI NOLATBEPXKAAIOT POSib MEMOPAH-ACCOLMMPOBAHHBIX MPO-
TEMHOB, Y4aCTBYKOLWMX B TPAHCMOPTE OPraHUYeCcKUX aHWo-
HOB, B NepeHoce Henpsamoro 6unnpybuHa B renatoumt. Cpasy
e Mocne NocTynieHns B renatoumT HenpsamMon GunmnpybuH
CBSI3bIBAETCA C LMTOMMIA3MATUYECKMM TPAHCMOPTHBLIM Mpo-
TEMHOM JNIUTaHAMHOM, KOTOPbIA OTHOCUTCS K CEMEWCTBY
rMOTaTUOH-S-TpaHcdepas. JinranamH obnagaet 6onee Bbipa-
YXEHHOM, YeM anbbyMUH, CNTOCOBHOCTHIO CBA3bIBATHCS C OUNK-
pybuHOM, 4TO obneryaeT NpoLecc akkyMynsumum U Hakonne-
HWsg BunupybuHa renatoumTaMu.

Nocne cBA3bIBaHMS C MUTAHAMHOM HEMNPSMON BUnnpybuH
TPaHCNOPTUPYETCS B 3HAOMMA3MATUYECKMIA PETUKYNYM,
B 30HY JIOKanM3aLMU KOHBIOTMPYIOLWEro 3H3MMA, YpUAMH-
ondocdart-rnokypoHosun-TpaHdepassl 1Al (uridine
diphosphate glucuronosyl transferase 1A1 - UGT1AL).
UGT1A1 umeeT aBa aKTMBHbIX LEHTPA: OAMH — ONS 3axBaTa
6unnpybuHa, BTOPON — Ang 3axsaTa ypuanMH-gudochat-ro-
KYPOHOBOW KMCNOTbl. KoHbloraums 6unmpybuHa coctouT u3
[BYX nocnegoBaTenbHbixX Waros: BHavane UGT1AL kaTtanu-
3UpyeT NepeHoC OHOM MONEKYNbI [HOKYPOHOBOM KUCIOTbI K
OLHOM M3 KAapBOKCUAbHBLIX rpynn 6unnpybuHa, Gopmupys
MOHOINOKYpOHNUI 6unupybuHa. Cneayrowas Monekyna riwo-
KYPOHOBOW KWMCNOTbI CBSA3bIBAETCS CO BTOPOM KapboKCWb-
HOM rpynnow 6unupybuHa, GopmMupys AUMIKOKYPOHKUE BUIK-
pybuHa. MOHOMOKYPOHUL, M AWUFOKYPOHUL 6unupybuHa
BOLOPACTBOPUMbI M MOFYT Cpa3sy e CeKpeTMpoBaThCs B
xenyb. MNpaMon 6unmupybuH faet NpaMyto peakumio B TecTe
Ban pneH bepra, oTkyaa M npomn30Lwno Ha3BaHUE «NpPSMOM».

Mocne KoWblorauun 6GuampybuH cpasy xe nokuaaet
3HAOMNA3MATUYECKMI PETUKYAYM U TPaHCMOPTUPYEeTCS B
LuTONNa3My, rae OH MOXeT AMOOYHAMPOBATL B ABYX HaNpaB-
NEHUIX: K anuKanbHOM (KaHaNUKyNSpHOM) MOBEPXHOCTU
renatouMTa wMaM K 6HasonatepanbHOM (CMHYCOMAANbHOM)
noBepxHocTu. C KaHaNMKYNSPHOWM NMOBEPXHOCTM renaTouuTa

O6UNMPYOUH aKTUBHO CEKPETUPYETCS B XENYb C MOMOLLbIO
MeMOpaH-acCoUMMPOBAHHbBIX  TPAHCMOPTHbIX  Oenkos.
[loMUHMPYIOLLYIO TPAHCMOPTHYK POb B CeKpeLmu bunmnpy-
6uHa urpaet npotenH ABCC2/MRP2, obnapatowmin MynbTu-
PE3UCTEHTHOCTBIO MO OTHOLWEHWUIO K MeAMKaMeHTaM U Hap-
KOTMKaM. B akckpeumn 6GunupybuHa y4vactByeT u TyMop-
pe3uncTeHTHbIM npoteMH ABCG2/BCRP.

YacTtb 6unupyburHa roKypoHuaa CeKpeTUpyeTcs B CUHY-
COMAAbHY0 KPOBb C 6a3anbHOM NOBEPXHOCTM renatoumTa 1
3aTeM BHOBb Mepe3axBaTblBAeTCS renaTouMTamu ¢ nocneay-
IOLLLEN IKCKpeLMen B xenyb. [MpoLecc cekpeLmmn KOHbRrMpo-
BaHHOro 6GuanpybuHa c 6HasonaTepanbHOM MOBEPXHOCTH
renatoumMTa OMoOCpenyeTcs TPaHCMOPTHbIM MPOTEMHOM
ABCC3/MRP3, a nepe3axBaT OCYLLECTBASETCA C MOMOLLbIO
npotenHos-nepeHocynkos SLCO1B1/0OATP1B1 n SLCO1B3/
OATP1B3. dkcnpeccns OATP1B1 n OATP1B3 oveHb BbicOKa
B reraTtoumTax, pacnoaoXeHHbIX BOKPYT LLEHTPaNbHOM BEHbI.
ITO MO3BONSET C YBEPEHHOCTbID FOBOPWTL O CBOEOOPA3HOM
MexaHW3Me 3aluWTbl renaToLMTOB, PACMONOXKEHHbIX B 06na-
CTV NOPTaNbHOro TPakTa, OT HAOKMPOBAHUS MX CMOCOBHOCTM
K 6MAMapHON cekpeumn. HapyLieHns ne4yeHoUYHOro KIUpeH-
ca GunMpybuHa NexaT B OCHOBE XEeNTyxu ecTeCTBEHHOro
BCKapMAMBaHug, cuHapomoB Xunbbepa, Crigler - Najjar,
Ilocn - Opuckonna, Dubin - Johnson u Potopa (puc. 2).

PucyHok 2. Cxema BpOXAEHHbIX HAPYLIEHMIH NEYEHOYHOTO
KnupeHca Gunupybuna [2]
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| storage defects
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CuHapom Rotor - HapylieHWe nepesaxeaTta bunupybuHa
M3 CMHYCOMAANBbHOM KPOBM M BO3BPAT €ro B renaToLmT; CUH-
npom Gilbert, Crigler — Najjar, Lucey - Driscoll, xentyxa
eCTeCTBEHHOr0 BCKapM/IMBaHWUS — HapyLUeHWe KOHbIoraumm
6ununpybuHa; cuigpom Dubina - Johnson - Hapywexue
cekpeumn KOHBHMMPOBAHHOMO BuAMpybMHA B KenuyHble
Kanunnspbl

bonblias 4acTb KOHBIOMMPOBAHHOIO BMUAMpybrHa NocTy-
naet B 12-nepcTHyt KULWKY M INUMUHUPYETCS CO CTYNOM.
Okono 10-15%  KoHblOrMpoBaHHOrO  BuAMpybuMHa
B 12-nepCTHOM KulLKe noaBepraetcs obpaTHOMY mpoueccy
TMAPOAM3a KULWEYHOW [NIOKYPOHMAA30M C 0Opa3oBaHUEM
Henpsamoro 6unupybuHa, KoTopblii MoxeT peabcopbupo-
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BaTbCs. JTa 0cobeHHOCTb MeTabonmama GunnpybuHa nony-
Yyuna Ha3BaHWE SHTEPOMNEYEHOUYHOW (KMLIEYHO-NEYEHOYHOW)
peunpkynaummn bunmpybumHa.

OYHKYUOHANbHASA AKMUBHOCMb MPAHCNOPMHbIX
npomeuHos ABCC2/MRP2, HenocpedcmseHHO
y4dacmsyloujux 8 3KCKpeyuu KOHbI02UpoBaHHO20
6unupybuHa, 8 200 pa3s Huxxke y HOBOPOXXOeHHbIX
u 8 100 pas - y demeli nepso2o 200a XU3HU

OCOBEHHOCTU METABOJIN3MA BUTUPYBUHA
B HEOHATAJIbHOM NEPUOLE

®usmonornyeckme ocobeHHoCcT MeTabonusma bunmpy-
61Ha B HEOHATaNbHOM Nepuoae 06bICHSHT BbICOKYH 4acTo-
Ty KenTyx B 3TOV BO3PacTHOW rpynne. Bce cocTaBHble 4acTu
NMeYeHOYHOro KaMpeHca OunnpybrHa y HOBOPOXAEHHOMO
pa3BMBAIOTCS MO Mepe pocTa pebeHka, M MoHayany umeet
MEeCTO BbIPaXEHHOE CHWXKEHME aKTMBHOCTWM TPaHCMOPTHbIX
6enKkoB M GEepMEeHTOB, Y4aCTBYOWMX B 3aXBaTe, KOHbOraLum
M 3KCKpeuun BunupybuHa. B 4acTHOCTM, aKTMBHOCTb TpaHC-
nopTHeix 6enkos SLCO1B1/OATP1B1 u SLCO1B3/0OATP1B3
y HoBopoxzaeHHbIX B 500 pa3 HuKe N0 CpaBHEHWUIO CO B3pOC-
NbIMK, a y AeTeit oo roga - B 100 pas [2]. YpoBeHb TpaHCnopT-
HbIX MPOTEMHOB CEMENCTBA MKTAaTUOH-S-TpaHchepas (GST),
npexae Bcero knacca GST-A, obnagatouiero cnocobHOCTbO
MPOYHO CBSA3bIBATHCS C HENPSAMbBIM BUAMPYOMHOM ANs ero pac-
npefeneHns BHYTPU renatoumTa, Yy HOBOPOXAEHHbIX
B 1,5-4 pasza Hwxe 1 [OCTUraeT ypoBHS B3POC/IOro YenoBeka
TONbKO K NEPBOMY-BTOPOMY rOAY XM3HU. AKTUBHOCTb PEepMeH-
Ta KOHBIOraLUMK ypuanH-gndochaT-rioKypoHMTpaHchepasbl
(UGT1A1) y nnofa HaxooMTCS Ha HYNE€BOM YPOBHE U BK/HOYa-
€TCs TONbKO B MpoLEecce pPomoB, COCTaBnsas He Honee 1% ot
YPOBHS B3pOCNOro B TEYEHWE HEOHATaNbHOrO NEpMOAaA, U He
[LOCTUraeT HOPManbHOW aKTUBHOCTU [axXe K 3-Mecs4yHoMy
Bo3pacty pebeHka [3]. PyHKUMOHaNbHAs aKTMBHOCTb TPaHC-
noptHbiXx npoteMHoB ABCC2/MRP2, HenocpenCTBEHHO Yy4a-
CTBYIOLWMX B 3KCKPELMM KOHBHOIMPOBAHHOTO OMAMpYyOUHa,
B 200 pa3 Huxke y HoBopoxaeHHbIX 1 B 100 pa3 - y aeten
NepBOro roAa >KM3Hu.

KnwoyeBbiMM MOMEH-
Tamu obmeHa Guampyou-

[IHeW, Toraa Kak y B3pOCbIX AIUTENbHOCTb KMU3HU 3pUTPOLM-
ToB cocTaBnseT 120 gHen.

Y HOBOPOXAEHHbIX, 0COOEHHO HEeLOHOLUEHHbIX, KOHLEH-
Tpauus MHTaTMOH-S-TpaHCcdepasbl U MIOKYpOHUATPaHdepa-
3bl HWXKe, YeM Yy [leTeil CTapllero Bo3pacra, YTo 3amennser
npoLecc KoHblorauum bunmpybrHa B renatoumtax 1 cnocob-
CTBYET NOSBNAEHWNIO PU3MONOTMYECKOM XENTYXM, NPOIOHIMPO-
BaHHOM HenpsaMon runepbunupybrHeMmnm y HeLOHOLEHHbIX
M ManoBEeCHbIX HOBOPOXAEHHbIX, PE3KOMY HapaCTaHMIO XKe-
TYXM MPU FEMONIUTUYECKMX aHEMUSIX.

B KulleyHMKe HOBOPOXAEHHOrO BaKTEPUM KOHBEPTUPYIOT
6unmMpybuH B ypobWMHOreH U CTEepKOOMIMHOTEH, KOTOpble
3KCKPETUPYHITCS C MOYOWM M CTYNIOM, YTO OrpaHMuYMBaEeT peab-
copbumto bunupyburHa. OgHako Npu 3agepykke naccaxa Meko-
HWS, KOTOPbIA COOEePXUT BunnpybumH, MOXeT BO3pacTaTb Npo-
LlecC 3HTEpONEYEeHOYHOM peumpKynauum unmpybuHa.

Bonee abicokuti yposeHb bunupybuHa omme4yaemcs
J HOBOPOXKOEHHDIX, HAX00AWJUXCA HA ecMecmBeHHOM
sckapmausanuu, ¢ 6osbuioli nomepeli Maccol nocne
poxkdeHus (28%), poxxdeHHbIXx om Mamepeli

C caxapHbiM ouabemom, ¢ HU3KUM 2eCMayuOHHbIM
803pacmom, npu MeouKkameHmo3Holi cmumynayuu
po008 OKCUMOYUHOM, C 2eMOPpa2UsIMU, a3udmcKux
HayuoHanbHocmell, MAsIb4UKOB

AKTMBHOW 3HTEpPOMNEYEHOYHOW peumnpkynaunm bunmnpy-
6MHa y HOBOPOXAEHHOro crnocobcTByeT npeobnagaHue
MOHOIOKYPOHUAOB BUnMpybuHa, KOTopble nervye noaBep-
ratoTCcs rMAPONM3Y MO CPaBHEHWI C AWMMIOKYPOHUAOM.
KpoMe 3Toro, B KuLEYHUKE HOBOPOXAEHHbIX MOBbILLEHA
KOHUEeHTpaunsg depMeHTa B-roKypoHNaAAa3bl, Bbi3biBaOLLE
rMAPONM3 NpSMoOro 6UNUpyoUHa, U UMeeTcs LeduumnT bak-
TEpUaNbHOM KWUWEYHOW (Gnopbl, No4 BO3LEWCTBMEM KOTO-
poit 6unupybuH kaTabonusmpyercs B YpOOUAMHOreH
N CTEPKOOUANH.

bonee BbICOKWI ypoBeHb OUNMpybMHa OTMeyvaeTcs
Yy HOBOPOXAEHHbIX, HAXOAAWMXCS Ha eCcTeCTBEHHOM
BCKAapM/IMBAHUK, C HOMbLIOWM NOTEpei Macchl Nocne poxae-
HKA (28%), POXKAEHHDBIX OT MaTepei C caxapHbiM AnabeToMm,

Tabnmua 1. HeoHatanbHble XenTyxu, Bbi3BaHHble HENPAMO¥ (HEKOHBIOTMPOBAHHOI)

Ha B HEOHATaNbHOM Nepu- runepGumpyGuHemueit
OLle SBASHOTCS: Cpokv nosiBNeHus Wudp
MpuunHbI enTyxm

Y HOBOPOXAEHHbIX KENTYXH P X no MKB-10
obpasosaHme GunMpyou- Mepsble 2 AHs ku3HM | TemonuTnyeckas 6one3Hb HOBOPOXKAEHHOTO P55
Ha B 2-3 pa3a bonbue,
4yeM y B3pOUIbIX: OT 6 [0 3~7 BHM XM3HM (Ou3nonornyeckas xenyxa P58,P59
10 mr/kr/cyt npotus 3 mr/ JKentyxa ecTecTBEHHOTO BCKapMAMBaHMS P59.3
Kr/cyT y B3pocnbix [1]. 310
CBS3aHO C HOMbLION 3pu- BposkzaeHHble reMonuTMYeCKue aHeMuu P58.8; P58.9
TPOUMTApHOW Maccon vy .
HOBOPOXAEHHbIX M YKO- 1-8 Hepenu xu3nm Cunapom Jilocy - [lpuckona (npexopswas cemeiias runepounupybuxemns) | E80.6
POYEHHOM  MPOMOMKM- Kecbanoremaroma P12
TENbHOCTbIO XXM3HW 3pU- }
TpouMToB — ot 70 Ao 90 Tunepbunupybunemus Kpurnepa - Haitapa E80.5
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Tabnuua 2. OcHOBHble 6MOXMMUUECKME NMOKA3ATENMH,
HeobxoauMble Ana npoBeaeHus auddepeHuuanbLHOro
AmarHosa xentyxu (no L. Wepnok, Mx.Oynu, 1999)

1 bunnpy6uH 06wl

2 bunupybuH cB3anHbIN (NpsMoit)

3 LllenoyHas docharaza

4 AcAr

5 AnAr

6 y-FntotamunTpaHcnentuaasa (M)
7 AnbbymuH

8 MpotpomMbuHoBOE BpeMs

C HU3KMM recTalMOHHbIM BO3PacToM, NpU MeanMKaMeHTo3-
HOM CTUMYNAUMM POAOB OKCWUTOLMHOM, C reMopparusamu,
a3MaTCKMX HaLMOHANbHOCTEN, Manb4mKoB [4, 5].

[onyyeHbl AOKa3aTenbCTBa TOrO, YTO B HEOHATA/IbHOM
nepuoae CyleCcTBYeT M 3KCTpanevyeHOoYHas KOHbIoraums
6unupyburHa, yyactMe B KOTOPOW MNPUHUMAKOT TOHKMM
KMLEYHMK U KOXHbIM NOKPOB [6].

XKentyxu 300pOBbIX HOBOPOXLEHHbIX (hu3nonormnye-
CKas XKeNnTyxa M XenTyxa ecTeCTBEHHOro BCKapMAMBaHMS)
BXOAAT B CTPYKTYPy HEMpSAMbIX runepbunupybuHemuii.
BceMUpHO M3BECTHBIM aHrAMCkuM renatonorom Leiinomn
Wepnok [7] 6bina npeanoxeHa Knaccudukaums HeoHa-
TaNbHbIX XeNTyX, OCHOBaHHAas Ha onpefeneHun Tuna
runepbmunnpybnHeMmm: HeNnpsSMon (BbiI3BaHHOM MOBbILLEHM-
€M YpOBHSI HenpsMmoro 6unupybuHa, nNpuv KOTOPOM ero
ypoBeHb coctaBnset 90% v 6onee ot ypoBHS obuwero 6unm-
pyburHa) 1 npaMoi (Mpu KOTOpOM MMeeT MeCcTo NOoBbILLEHME
YPOBHSI npsamoro 6unupybuHa cebiwe 15% oT ypoBHSA
obuero, HoO ero ypoBeHb Hukorga He pocturaet 90%).
PazpeneHune xentyx no Tuny runepbunupybuHemMum npwm-
BSI3aHO K NPMYMHAM, KOTOPbIe MOTYT Bbl3BaTb AaHHbIN Bapu-
aHT XenTyxu, M cpokaM ee nossneHns (mabs. 1). Y HOBO-
POXAEHHbBIX C 3aTHKHOM XENTYXOM (COXpaHatoLLenca nocne
14-ro oHS XM3HM) pEKOMEHAYETCS onpeaesieHne 0CHOBHbIX
H6MOXMMMYECKMX MOKa3aTenen, MO3BONSOWMX MPOBECTU
AnbdepeHLUManbHbIi AMArHO3 U YTOYHUTb NMPUYUHY rUnep-
6unupybuHemun (mabn. 2).

DOU3NONOTUYECKAA XKENTTYXA

TpaH3UTOpHas HenpsMas (HEeKOHBbIOrMPOBaHHAs) runep-
6unnpybunHemMms, CyLLeCTBYHOWAs Y HOBOPOXAEHHbIX C 3 MO
7 CYT KM3HW, NONy4Mna HasBaHne GU3N0N0rMYECKOM XenTy-
Xu. B pazButMu dusMonornyeckon runepbunnpybnHemMmm
(M GU3MONOrMHECKON XXENTyxm) UrpatT pofib HECKONbKO
(hakTopoB: 60/bWON 06bEM IPUTPOLMTAPHOM MACChl M, Kak
CnencTsue, MOBbIWEHHbIM YpOBEHb 06pa3oBaHus bunmpybu-

Ha, bonee KOPOTKas MPOAOIKUTENbHOCTb KM3HM 3PUTPOLIN-
TOB, HE3PeNocTb MEeYEHOUHbIX (GEPMEHTOB, YYaCTBYHOLLMX
B KOHbIOrauuMn 6GunmpybuHa (rnoTaTMOH-S-TpaHchepasbl
W THOKYPOHMATPaHbepassbl).

XapakTepHoi 0COBEeHHOCTbIO PU3MONOTMYECKON XenTy-
XM Y AOHOLIEHHbIX HOBOPOXAEHHbIX ABNSETCS NOALEM BUU-
pybuHa Ha 3-e CyT Xu3HM (Makcumym no 204 mkmons/n),
Y HeAOHOLEHHbIX MWK NoabeMa 6unnpyburHa oTMeyaeTcs Ha
5-e CyT XM3HM 1 MOXeT JocTuratb 255 MKMonb/n. YpoBeHb
6unnpybrHa Npyu GU3MONOrMYECKON XKENTYXe BblLIE Y HOBO-
POXAEHHBIX, C POXAEHMS MONYYAKOLIMX XKEHCKOE MOJSIOKO:
NpY ecTeCTBEHHOM BCKapMAMBaHWM MokKasaTtenn 6unnpyom-
Ha MoryT gocturatb 255-289 mkmonb/n. bonee BbiCOKMM
ypoBeHb OUNMpybUHa B YCNOBUSAX €CTECTBEHHOMO BCKAPMK-
BaHMS B NEpPBbIe AHM XM3HU MOXHO 0ObACHWUTbL HELO0CTATOu-
HbIM 06bEMOM XKMAKOCTU, MOCTYNAOLWEN C KEHCKMM MOSIO-
KOM Npwu paHHeM aebioTe rpyaHOro BCKapMMBaHMS.

Xentyxa He MoOXeT cuuTaTbCs (PU3MONOrMYECKONU NpU
cneaylLWuX yCIoBUaX:

NOSIBNSETCS B NEPBbIE CYTKM XU3HM;

ypoBeHb 6unnpybuHa coctaBnset bonee 8,5 MKMONb/n/u;

nuMK nogbeMa 6unnpybuHa npesbiwaet 221 Mkmonbs/n
Y [OHOLEHHbIX HOBOPOXAEHHDIX;

HapacTaeT Gpakums NpsMoro BunnpybmHa;

O0TMEYakTCa renatocnieHoOMEeranus U aHemusl.

Kpome nepeuncneHHbix nokasatenei HeobxoamMMo yuu-
TbIBATb YpOBEHb OUNMPYOMHa B NepBble 3 AHS KU3HM pebeH-
Ka. Xentyxa y HOBOPOXAEHHbIX, MO AaHHbiM L. Wepnok
v K. ynu [7], He MOXeT cUnTaThCs PU3MONOrMYECKON, ECIIN:

B 1-M O€Hb XM3HU KOHUEHTpaums bunupybuHa — 6onee
86 MKMONb/N;

BO 2-M A€Hb XM3HW YypOBEHb BUNIMPYOMHA B CbIBOPOTKE
KpoBu — bonee 171 MkMonb/n;

Ha 3-1 IeHb XXM3HW 1 B NOC/Ieayolme AHW KOHLEHTPaLMS
6unupybuHa - 6onee 206 MKkMonb/n.

XENTYXA ECTECTBEHHOIO BCKAPMJIUBAHUA

MoppobHoe onucaHune CBA3M eCcTeCTBEHHOrO BCKAPMIIU-
BaHWS M MPONOHIMPOBAHHOM HEOHATANbHOW XenTyxu Obiio
naHo AJ. Newman u S.D. Gross B 1963 r. u |.M. Arias,
L.M. Gartner, S. Seifter M. Furman B 1964 r. [8, 9]. OaHako
CBEAEHMNS O BO3MOXHOCTM MPONOHIUPOBAHHOM KENTyXM
Yy HOBOPOX[EHHbIX, MOAYYABLIMX WUCKMOUUTENbHO TPyAHOE
MONoKo, ewe B 1861 r. B cBoMx Tpymax npusen ®puopux
Teonop ®pepuxc, HEMEUKHUI KNUHULKCT U AUPEKTOP KAUHU-
ku LLlapute B bepnuHe.

CornacHo paHHbiM L.M. Gartneret al. [10], y 380poBbIX
[IOHOLIEHHbIX HOBOPOXAEHHbIX, HAXOAAWMXCS HA MCKYC-
CTBEHHOM BCKapM/MBaHMK, YPOBEHb CbIBOPOTOYHOIO GUAN-
pybuHa [OCTUraeT Nuka Ha 4—5-e CyT XKM3HU W MONHOCTHIO
HOpManusyeTcs B CpefHeM Ha 13-i [eHb, TOraa Kak mnpu
eCTeCcTBEHHOM BCKapM/IMBAaHWM BO3MOXHbI [Ba MWKa MOAb-
eMa 6unmnpybumHa (Ha 3-5 1 10-15 cyT KM3HW) C MeasieHHbIM
CHwxeHneM. Ha 3—4-i1 Hep. xu3Hu okono 40% HOBOPOX-
LeHHbIX, MONYYALLUMX KEHCKOE MOJIOKO, UMeT BGUAnpyouH
Huxe 25 Mkmonb/n, 18% - ot 25 no 50 mkmonb/n, 11% - ot
50 no 100 mkmonb/n, y octaBwmxca 30% HOBOPOXAEHHbIX
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ypoBeHb 6unupybuHa coctaBnget ot 100 go 300 MKMonb/n.
Ecnm e ectectBeHHOe BCKapM/IMBAHWE HA KOPOTKMI CPOK
npekpatiaetcs (24-48 ), yposeHb bunnpybuHa pesko naoet
BHM3 M Noc/e BO30OHOBNEHUS KOPMEHUS TPYAbIO He npe-
BblwaeT 80-85 MKMONb/N C NOMIHOM HOpManu3aumen K 3-i
Hep. KM3HK. Kak npaBuno, MakCMManbHblii ypoBeHb BUnMpy-
6uHa He npesbiwaet 250 MKMOAb/N, HO B PeOKMX Cydanx
MOXeT focturatb 425 MkMonb/n. O4eHb BaXKHO, YTO YPOBEHb
6unnpybmnHa y BCex AeTei, HAXOAAWMXCS HA eCTECTBEHHOM
BCKapMAMBaHWUW, BCErAa BO3BPALLAETCS K HOpMeE.

B meveHue nocnedHux 5 nem npedcmasieHbl
dokasamenbcmaa mozo, Ymo uMeemcs cBA3b
Mexay xenmyxoli ecmecmaeHHO20 BCKAPMIUBAHUU
U 8apuaHMamMu 2eHa, Kooupyiouje2o cuHmes
¢depmenma ypuduH-dupocdam-2/oKypoHu-
mpaHcpepaswvi (UDP-glucuronosyl-transferase
family 1, polypeptide A1 [UGT1AT1]),
y4acmsyiowjezo 8 KOHb2ayuu HenpaMo20
6unupybuHa

Pucynok.3.  ®puppux Teopop Mpepuxc (Friedrich Theodor
von Frerichs), HeMeLKuit KIMHULMCT U NATONOT, AABLLMIA KNUHK-
yecKoe onMcaHu1e JKEeNTYXM OT MaTePUHCKOro Monoka (1861)

MHTEHCMBHOCTb KenTyxu
npu ecTecTBEHHOM BCKapM-
NMBaHUKM onpepenseTca cne-
Ayowmmm pakropamu:

B recrauMoHHbIM BO3pac-
TOM (4eM MeHblue recrauu-
OHHbIM BO3pacT, TeM 6onblue
BbIPAXXEHHOCTb XeNnTyxm);

[ ] nervapataumen;

[ ] notepen Macchbl (spye
XEeNTyxa NpeacTaBNeHa Yy Ho-
BOPOX/AEHHbIX C NoTepei Mac-
cbl 8-10% u bonee);
3HTEPONEYEHOYHOM peumpKynaLmmn

I aKTMBHOCTbIO
6unnpybmHa;

B peduunToM rmaBHOro hepMeHTa KOHbIrauumn — ypuamH-
nnbochat-rnokypoHuntpaHcdepassl (UGT 1A1).

MpUUKMHBbI XKEeNTyxu ecTecTBEHHOro BCKapMJIMBaHMS.
[MPUYMHBI XKENTYXW eCTeCTBEHHOIO BCKapMAMBAHMS O HACTO-
SLLero BpeMEHM He COBCeM ACHbl. Mpeanonaraetcs, 4to B
pa3BMTUM 3TOTO BapWaHTa XENTyxu MOryT y4yacTBOBATb
HeCKoNbKo (aKTOpOB:

I HeoOblyHbIM  MeTabonuT  nporectepoHa  pregnane-
3(0),20(B)-diol, KoTOpbIf MHIMOMPYET MEYEHOUHYIO FHOKYPO-
HUNTpaHCdepasy, NpensaTCTBYS KOHbOrauum 6unmnpybuHa;

[ BbICOKas KOHLEHTpaLMs CBOOOAHbBIX XXMPHbBIX KUCIOT B MO-
noke MaTtepu, 00ycnoBneHHas akTUBHOCTbIO IMNA3bl KEHCKO-
ro MO/0Ka;

I noBblleHWe aKTMBHOCTM [(-TNIOKYPOHMAA3bl XKEHCKOro
MOI0Ka, YTO MPUBOAMT K HAPACTAHMIO PO IHTEPOMEYEHOY-
HOM UMpKynsumum 6unupybuHa.

124 | MEAULIMHCKUIA COBET + N219, 2017

Hu oaHa M3 nepeyncneHHbIX rMnoTes He 9BNSeTCs Bedy-
wen. B Teyenne nocnenHux 5 net npencraBieHbl AOKa3a-
TeNbCTBa TOrO, YTO MMEETCS CBS3b MEXAY XKeNTyxoW ecTe-
CTBEHHOrO BCKApM/IMBaHWWM W BapWaHTaMMU reHa, KOAMpYHo-
Wero cuHTe3 depMeHTa ypuAMH-OUGOChHaT-rNIoKYpPOHNUI-
TpaHcdepasbl (UDP-glucuronosyl-transferase family 1,
polypeptide Al [UGT1A1]), y4acTBylOWEro B KOHBHOraLuu
HenpsMoro unupybuna [11]. Mpw xxenTyxe oT MaTepUHCKOro
MOJIOKa B HEOHATaNbHOM Mepuroe Hambonee 4acTo BCTpeYa-
etca annenb UGT1A1"6. 3To nosBonsieT npeanonaratb, YTo
KENTyxa ecTecTBEHHOro BCKApPM/MBAHWS SBNSIETCS TeHeTu-
Yeckn [LeTepMMHUPOBAHHBIM COCTOSIHMEM. M3BECTHO, 4TO
KpoMe KOoHbloraumun bunmnpybuHa depmeHt UGT1AL urpaet
ponb B MeTabonm3mMe MeaMKaMeHTOB, aKTUBMPYS MPOLLeCChl
FMOKYPOHM3AUMKM MHOTMX SHAOOMOTUKOB U KCEHOOWMOTUKOB,
nepesoas rmapodobHble cybcTaHUMM B rMapodUIbHbIE, YTO
CMocobCTBYeT feToKCcMKaumu [12]. MyTtaumm reHa, Koampyto-
wero cuHTe3 UGT1AL, reHepupytoT BPOXAEHHbIE HEKOHbBIO-
rMpOBaHHble rnnepbunnpybuHemmmn (cuHopom Kpurnepa -
Hanapa 1 v 2 Tvna, cunapom Xunbbepa).

CynTaeTtcs, 4TO XenTyxa eCcTeCTBEHHOro BCKAapM/IMBa-
HWg — 3TO HOpManbHoe (GU3MONOrMYeckoe COCTOSIHME ANS
MNAAEHLA, HAXOAAWEerocs Ha ecTeCTBEHHOM BCKAapM/MBaA-
HWW, KOTOPOE CNeayeT OTHOCUTb K MPONIOHTUPOBAHHOM GU3KM-
0/10rMYeCcKom xenTyxe HoBopoxaeHHbIx [10]. Xentyxa ecte-
CTBEHHOrO0 BCKApPM/IMBAHWS Bbi3blBaeT OECMOKOMCTBO He
TOMbKO Yy poAuTenen, HO W y Bpayen-neamMaTpoB, HEPeLKO
CTQHOBUTCH MPUUYMHON HEOBOCHOBAHHOWM TOCAMTANM3aALMN.
[lokaszaHo, YTO KenTyxa ecTeCcTBEHHOrO BCKAapM/IMBAHUS He
MOXET CTaTb MPUYMHON OUNMPYOUHOBOW 3HUEedanonaTnm, Ho
0643aTenbHO JOMKHbI ObITh MCKKYEHBI FEMONU3 U Apyrue
NPUYUHBI HenpsmMow runepbunupybrunemun [10].

[narHos XentTyxu ecTeCTBEHHOro BCKapMJIMBAHUS O0N-
YKEH CTPOUTbCA Ha C/IeAyoLMX NapaMeTpax:

W ocobeHHOCTAX BCKapMAUBAHMS (TONbKO ecTecTBeHHoe!);
B Hanuumm HenpsaMoin runepbunnpybruHemMuu;

B dusmyecknx napameTpax MnageHLUa (xopowas npubaska
MacCbl, HOpManbHOE NCUXOMOTOPHOE Pa3BUTHE).

[OunarHo3 «KenTyxa ecTecTBEHHOro BCKApMJIMBaHUA»
[OJ/MKEH Bbl3blBaTb COMHEHUS, €C/IM OTMEYAETCS NepCUCcTu-
pOoBaHMe XEeNTyxu B TeueHue 3 U 6onee MecsLEeB XU3HU.

Knunnueckuin npumep. Manbunk, BO3pacT 5 Hep., nocty-
nwn B OTAENEHME peaHuMaunm ang UHOEKLUMOHHbIX BONbHbIX
OTKB um. 3.A. bawnseson 17.02.2017 r. c npu3Hakamu apixa-
TenbHon HepgoctatoyHoctn Il-Ill cTteneHn. M3 aHaMHe3sa
M3BECTHO, 4TO pebeHOK poanCs OT BTOPOM, HOPMaibHO NPo-
TekaBlwei 6epeMeHHOCTH, BTOPbIX CPOYHbIX pofoB. Macca
npu poxaenun - 3700,0 r, oamHa - 54 cm. C poxaeHus
HaXOL4MTCS Ha eCTeCTBEHHOM BCKAapPMAMBAHWMMW, COCET XOPO-
wo, 3a 1-1 Mec. kmn3Hn npubaska maccel coctasuna 1150,0 r.
3a 3 gH4a 4o noctynnexnuns pebeHka B KIMHUKY B CeMbe 3a60-
nena OPBW crapwas cectpa, AeBoYka 5 neT, nocewlarowas
[eTckui caf. Ha cnenyowmin aeHb y Manbynka nosBMACS
CyXOMW Kaluenb, 3aTeM nofabeM t go 37,5-38 °C.MpoBoannach
cuMnToMaTMyeckas Tepanus, HO K Beyepy 17.02.2017 .
COCTOSIHME YXYALWMNOCh, TOSBMNACH OAbILLIKA, OTKA3blBaNACs OT
rpyau. bpuragow ckopor noMoLWm f0CTaBAEH B KITMHUKY. [Tpu
nocTynaeHun TaxmnHos Ao 80-84/MuH, N0 BCEM NErOYHbIM



MoAsM BbICTYLWIMBAOTCS MENKOMY3bipYaTble XPUMbl, HA PEHT-
reHorpaMme OpraHoB FPyAHOW KNEeTKU BbISBNEHO YCUNEHUe
NIErOYHOro PUCYHKa, CaTypaums Kuciopoaa coctaBmna 83,5%.
PebeHKy Obln MOCTaBAEH AMArHO3 «OCTPblA BPOHXMONUT.
Bpau-peanumartonor o6patmn BHUMaHWE Ha YMEPEHHYI0
XeNTyLWHOCTb KOXHOro nokposa (puc. 4). Co cnoe Mambl
ManbymKa, Xentyxa nosBunacb B POAAOME, Ha 3-M [eHb
KM3HM M COXPAHSAETCS A0 HACTOALWEro BpeMeHu. B nonunknu-
HWMKE N0 MEeCTY XXMTENbCTBA ONpeaeneHne ypoBHs bunmnpyom-
Ha 1 ero Gpakuuit He MPOBOAMNOCh.

PucyHok 4. PebeHok M., 5 Hepenb xu3Hu. [luarHos: ocTpbii
6ponxuonut. entyxa ecTecTBEHHOr0 BCKAapM/IMBaHUA

B 6uoxmmuueckom aHanmze kposu ot 17.02.2017 r.
NnonyYeHbl CneayolmMe pesynbtathl: 0bwuin 6enok - 56 r/n,
anbbyMmH - 39 r/n, o6wmnin bunnpybun - 207 mkmonb/n,
npsamon 6ununpybuH - 10 mkmons/n (4,8% oT ypoBHS 0bLe-
ro 6unupybuHa), AnAt - 20 en/n, AcAT - 31 en/n. B obuwem

aHanM3e KpoBM 3pUTPOLMTbI — 4,6 x 1012/n, reMorno6buH -
141 r/n, CO3 - 5 MM/yac. B paHHOM cnyyae MMeeT MecTo
Henpamas runepbunmpybrHemMums, NO3BONAKOLAN LMATHO-
CTMPOBATb XENTyXy eCTECTBEHHOIO BCKApMAMBAHMS, C y4e-
TOM TOro, 4T0 pebeHOoK Noay4YaeT UCKNOYUTENBHO FpyaHOe
MONOKO, MMeeT XOpowyk npubaBKy MaccChl, OTCYTCTBYIOT
MPU3HaKM reMonunsa.

XapakmepHoli ocobeHHocmbio pu3uonozauqeckoli
Xesmyxu y 00OHOWEHHbIX HOBOPOXKOEHHbIX
Asaemca nodveM 6unupybuHa Ha 3-e cym Xu3Hu
(makcumym 0o 204 MKMOJb/N1), y HeOOHOWIEHHDbIX NUK
nodvema 6unupybuHa ommevyaemcs Ha 5-e cym
XKU3HU U MoXkem docmu2amb 255 MKMosb/.
YposeHb 6unupybuHa npu pusuonozuyeckoti
)Kesimyxe Bbiuie Y HOBOPOXKOEHHbIX, C poXKOeHUsn
nosy4aloujux XxeHckoe MOJIOKO: Npu ecmecmgeHHOM
8cKkapmMausaHuu nokasamenu 6unupybuxHa mozym
docmuzamp 255-289 MkMonb/n

Xentyxu 300poOBOro HOBOPOXAEHHOrO (bm3nonorunye-
CKas v ecTecTBEHHOro BCKapMIMBAHMSA) HE MPencTaBasioT
Yyrpo3bl AN XXU3HU U 300pPOBbS HOBOPOXAEHHbIX W LeTel
paHHero Bo3pacta. B ocHoBe AaHHbIX BapuaHTOB XeNTyx
nexar 0CobeHHOCTM BUAMAPHOrO MEeYeHOUYHOro KMPEHC],
XapakTepHble NS HeoHaTanbHOro MNepuoaa M NepBbIX
MecsaueB >u3Hu peberka. OAHAaKO NPONOHIMPOBAHHOE
TeyeHue, XapakTepHOoe QAN KEeNTyxu eCcTeCTBEHHOro
BCKapM/MBaHUs, TpebyeT onpeneneHns ypoBHa dunupybu-
Ha v ero ¢Gpakuuii B AMHAMKUKE ANS UCKIIOYEHUS AMATHO-
CTUYECKMX OLMBOK.
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