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OUOOEPEHLUMANBHbBIN OUATHO3 YXXENTYX

Xentyxa oTHocuTCA K Haubonee YacTbIM CUMNTOMaM HEOHaTalIbHOrO Nep1oaa U B NOAABNAIOLWEM GONbLWIMHCTBE CYYaeB y
JeTeil 3TOi BO3PACTHOI rpynnbl He CBSi3aHa C TAXenbiM 3a6oneBaHueM. MpuMepoM ABNSETCA KENTyxa «340POBbIX HOBO-
POXAEHHbIX», He BNUAIOLWAsA HA pa3sBUTHE pebeHKa. TeM He MeHee B 2% ciy4yaeB TpebyeTcs yToUHEHUE NPUUUHDI NOSIBIEHUS
EeNTyxu, 0C06eHHO eI OHa UMEET 3aTSXKHOEe TeYeHUE U NEePEXOAMUT FpaHuULLbl HEOHaTaNnbHOro nepuoaa. HepooueHka aHam-
He3a, No3aHee Ha3Ha4yeHue 06cnef0BaHUSA NPUBOASAT K AMArHOCTUYECKMM OLIMGKaM, UCMPABUTb KOTOPbIE YAAETCA AANEKO He
Bcerna. 0co6oe BHUMaHME HEO6XOAMMO yaenaTb NPsSAMON runepounupybuMHeMmnu, B OCHOBE KOTOPOIi MOryT JieXaTb NOPOKK
pasBUTUA GUnMapHoOro TpakTa, Apyrue BpOXAEHHbIe M NpMobpeTeHHble 3a60neBaHUA renaTobMnMapHoit CUCTEMBI, B Tepanum
KOTOPbIX MOTYT 6bITb YCMELHbI )XeUeroHHble cpeAcTBa. [IporHo3 npu aHoManuax pasBUTUA GUNMAPHOrO TPaKTa HanpsiMyio
CBfI3aH € GbICTPOTON MOCTAHOBKM AMAarHo3a UM NpoBeAeHMEM ONMEepaTUBHOrO nevyeHus. 3HaHMe PasNUuMii Mexay NpsaMoi u
HenpsaMoi runep6unupyouHeMmUsaMmn y AeTeil paHHero Bo3pacta Heo6XoAUMO ANs CBOEBPEMEHHOro 06ciefoBaHuUs U eve-

HUuA pebeHka.

KntoueBble cnosa: HEIMyXu, HEOHama’ibHble Xeamyxu, npamasa u Henpamas 2LII’I€p6LU7Upy6UH€MLIﬂ, X0/1eCmas, 3amsxHele xeamyxu,

ME/I4Ye2O0HHAasa mepanus.
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DIFFERENTIAL DIAGNOSIS OF NEONATAL JAUNDICE

Jaundice is one of the most common symptoms of the neonatal period which in most cases is not associated with a serious
illness. For example, jaundice in healthy newborns which does not affect the child's development. Nevertheless, in 2% of
cases the causes of jaundice should be investigated, especially if it is long-term and extends beyond the neonatal period.
Underestimating the history and late examination lead to diagnostic errors which sometimes cannot be corrected. The risk
of direct hyperbilirubinemia should be taken into account which may be caused by malformations of the biliary tract
development or other congenital and acquired diseases of the hepatobiliary system, for the treatment of which
cholagogues can be successfully used. The prognosis for the biliary tract anomalies is directly related to the promptness
of diagnosis and surgery. Understanding the difference between direct and indirect hyperbilirubinemia in infants is
necessary for timely examination and treatment of the infant.

Keywords: jaundice, neonatal jaundice, direct and indirect hyperbilirubinemia, cholestasis, long-term jaundice, choleretic medicines.

enTyxa Kak cneacrsue runepbunupybuHeMum
SBNSIETC OAHUM M3 CaMbIX YaCTbIX CUMNTOMOB
HeoHaTanbHOro nepuoaa. B cpenHeMm xentyxoi
HOBOPOXAEHHbIX CTPafatoT okono 84%. N3 Hux y 2% mna-
[eHLLEB XEeNTYLWHOCTb KOXHOIO MOKPOBa MOXET ObiTb CBS3a-
Ha C TsKenbiM 3ab60neBaHNEM [FeMOAUTUYECKON B0Ne3Hbo
HOBOPOXAEHHbIX, BUNMApHOM aTpe3nel, BHYTPUYTPOOHOM
MHbeKUmern (remaTMToM), BPOXAEHHBIMU HAPYLUEHUAMU
MeTabonusMmal uam ApYrumMu, YrpoXxatoLwmMMm KM3HK COCToS-
HUSMM, TAKMMU KaK CEMCUC, LLOK, TSXKENBIMU BPOXAEHHBIMU
3abonesanuamu cepaua [1, 2, 7]. B paHHeM HeoHaTanbHOM
nepuoae XenTyxa CTaHOBWUTCS 3aMETHOM MpU MOBbILEHMM
6unupybura go 80 MkMonb/n u Bonee, y aeTei cTtapliero
BO3pacTa — Npwu NoBblWeHnn bunmpybuHa fo 55 MKMonb/n 1
6onee. IKTEPUUYHOCTb CKNEP MOXKET OTMeYaTbCs Mpu YpoBHE
6unnpybuHa ot 34 no 51 mMkMonb/n.
BunnpybuH, 0AMH M3 NUIMEHTOB XXenuum, obpasyeTcs B
pesynbTate Kkatabonusma remornobuHa (remcomepalliero
6enka) B peTMKyNno3HAO0TENMANbHONM cucteme. B xxenyn yeno-
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Beka npeobnagaeT GunnpybuH, NPUOAIOLWMIA XKENYU 3010TH-
CTO-KENTYH OKPACKY.

Mepsbiit 3Tan. B pesynsrate katabonnsma remornobuHa
B PETWKYN03HLOTENMANbHOW cucTeMe o0bOpasytotca 6enok
rNoBbuH 1 TeTpanuppobHOe KonbLo (rem). [em TokcuueH ans
KNETOK W, eCIM He YTUIU3UPYETCS HEMEANEHHO, MOXET CMo-
€obCTBOBATb CAMOYHUUTOXEHMIO KNETKM U NIOKANbHOMY BOC-
nanenunio [21]. TeTpanupponbHOe KOMbLO remMa paspyLllaeTcs
remMoKCUreHasown ¢ 06pa3oBaHMEM IKBMBANEHTHOMO Komye-
ctBa bunmBepaMHa u okuck yrnepoga. anee 6unusepauH
KOHBepTMpyeTCs BUnMBepAnHpPeayKTason B GunupybuH. M3 1 r
remornobuHa obpasyetcs 35 mr 6unnpybuHa. bunupybumH,
00pa30BaBLLUNIACS B pe3ynbTaTe KaTabonmMsma reMmornobmHa B
KNneTkax peTUKYN03HLOTeNUANbHOW CUCTEMDbI, SBNSETCS
BELEeCTBOM, KOTOpbI: rMApodO6HbIN (He pacTBOpseTcs B
BOAE, YTO pe3KO OrpaHWYMBAET €ro 3KCKPEeLMIO B XEeNyb),
AMNOMUNbHBIA (KMPOPACTBOPUMDINI), HEKOHBIOrMPOBAHHDIN,
cBOBOAHbBIN, He cnocobeH K NoYeyYHOM M BunmapHoi cekpe-
LMW, HENPSMOIA.



HecnocobHocTb Henpsmoro 6unmpybuHa K GunmapHom
3KCKkpeunmn (BCneactame ruapodobHOCTM) NPUBOAUT K TOMY,
YTO B KMLIEYHMKE HENPSMOM BUAUPYOUH HE MOXKET NpuUcyT-
CTBOBATb, 1 JIH0BbIE NONLIMKU 8bl8ecmuU Henpamoli 6unupy6uH
8Mecme co cmysnoM (NyTeM Ha3HAYeHUs IHTepOoCopOEeHTOB)
He umetom cMbicna. He umeem cmeicna HazHavyeHue uHQysu-
OHHOII mepanuu C LENb0 NMKBMAALMKM HEMPSAMON rnnepbu-
MpybuHemMmm (HenpsMon BunmupybuH — XXnpopacTtBopumoe
BelecTso!).

TepMuH «HenpsaMOoi» CBA3aH C 0COBEHHOCTAMM XMMUYe-
CKOWM peakuuu, nexallei B OCHOBe onpeaeneHus Gunupy-
61Ha c nomollbto Tecta BaH neH bepra. HenpsiMoi HeKOHb-
IOTMPOBAHHbLIN  BUNMPYOUH TOKCMYEH A19 LEeHTpanbHOM
HepBHOW cuctembl (LHC), cnocobeH npoHukatb 4yepes
remMaToaHuedanmyecknin bapbep. Jlerko pacTBopsisicb B
amnuaax MembpaH KneTok, HenpsaMon 6unnpybuH pasob-
L3eT B MUTOXOHAPUSX NPOLECChl OKMCAUTENbHOrO Gocdo-
pUAMPOBaHMS, HApyLWaeT CUHTe3 6enka, NpenaTCTByeT NOTO-
KY MOHOB Kanng yepe3 MeMOpaHy KNeTku u opraHenn. 310
OTPULATENbHO CKAa3blBAETCA HA COCTOSHUM HEPBHOM CUCTe-
Mbl, BbI3bIBas y OONbHbIX XapaKTepHble HeBposoruyeckue
CMMNTOMbI, @ Y HOBOPOXAEHHbIX MPUBOAMUT K PA3BUTUIO
6unnpybrnHOBOW 3HUEdanonaTmm.

Bropoii atan. [151% TpaHCNOPTUPOBKM B
COCYAMCTOM pyciie M nociedytolen 3Kc-
Kpeuun C MOMOLLbO renatobunuapHoi
CUCTEMbl  HEKOHbHOMMPOBAHHbIN  (Henps-

6unmapHom skckpeumn, HetokcmueH ans LIHC. Ha gonto npsmo-
ro 6unupybuHa B CbIBOPOTKE KPOBM B HOPME MPUXOLMTCS
10-15% ot ypoBHs obuero, Henpgmoro — 8o 85-90%.

YertBepTbiii 31an. bosnbwas 4acTb KOHBHOIMPOBAHHOMO
(npsMoro) bunmupybuHa 3KCKPETUPYETCS C XKeNybto B ABEHaA-
LaTUMNEPCTHY KWUWKY W IAUMUHUPYETCS CO  CTYNOM.
Hebonbwasg 4acte 6GuanmpybuHa B ABEHAALATMNEPCTHOM
KMLWKe noaBepraeTcs 06paTHOMY Mpoueccy rmMaponusa
KMLIEYHOM MIOKYPOHMAA30M € 0Bpa3oBaHMEM HEMPSAMOro
6unnpybuHa, KOTopblii MoxeT peabcopbupoBaTbCs U BO3-
BPALLATHCA B KPOBb. ITa 0COBEHHOCTb MeTabonunsma bunmpy-
6uHa nmonyymna HasBaHWE 3HTEPOMNeYeHOYHOW (KMLIeYHo-
nevyeHoYHOM) peunpkynaummn bunmnpybuHa (puc. 1).

MeTabonusam 6unnMpybuHa B aHTeHaTasbHOM Nepuoae M
Yy HOBOPOXAEHHbIX UMEET pf, 0COBEHHOCTEN, OOBACHSAIOLWMX
BbICOKYH YaCTOTY XeNnTyx B 3TOM Bo3pacte [21]:

B aHTeHaTanbHOM nepuope 6unmpybuH obpasyeTcs Kak
y 3[0POBbIX, Tak W Yy MN0A0B C deTanbHbIM 3pUTpO6NacTo-
30M (reMOAUTMYECKOM aHeMuewn). HenpsMon HEeKOHBbITMPOo-
BaHHbIM XMPOPACTBOPUMbBIA BUAMPYOMH nnofa TpaHCnop-
TUpyeTCcs 4Yepe3 MNaLeHTy W Noj BAMSHMEM MEYEHOYHbIX
dhepMeHTOB MaTepu KOHblOrMpyeTcs. lnaueHTa HenpoHu-
LuaemMa 4N KOHBIOIMPOBAHHOIO BOAOPACTBOPUMOro 6GMM-

PucyHok 1. Metabonusm ounupyouHa

/ Kpoeb

MO, XMPOPaCTBOPUMBIA)  BUAMPYOUH Bunupy6un

CBA3bIBAETCA C anbOYMUHOM. Y HOBOPOX- Hb 230 mr/cyr
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npouecca KoHbloraumu. Ecnm npouecc HCTOUHIKN Wenth e
CBS13bIBAHMS BUAMPYOUHa C anbbyMUHOM e
HapyllaeTcs, pe3ko BO3pacTaeT puCK Bunupy6un UHPKYNALMA

MOCTYNAEHUS HENPAMOTO XMPOPACTBOPU-
moro 6unupybuHa B LIHC, B cTpykType
KOTOPOWM MHOTO IMNONPOTEMOB.

Tpetuii atan. B renatoumtax Henps-
MoK BunupybuH otoensertcs ot anbbymm-
Ha ¥ CBA3bIBaETCA C BENKOM LIMTOMNA3MbI
renaTouMToB  FIOTAaTUOH  S-TpaHC-
(depaszoii (paHee GepMeHT Ha3zbiBaNCH
avranauH). Moa BangHueM depMeHTa
TNIOKYPOHMATPAHGEpPasbl  HENpAMoW
6UNMpPYOUH KOHBIOTMPYETCS C OKYpO-
HOBOM KMCIOTOW, 00pasys MOKYpOHUA,
6unupybuHa (MOHO- WM LMIIKOKYPOHMA)
NN KOHbIOTMPOBAHHbLIA  BUANPYOUH.
O6pazoBaBlLMiiCS B renatouutax nps-
MOW (KOHBIOrMPOBaHHbIN) BUANPYBUH
obnapaer cnenyloWMMK  CBOWCTBAMM,
NpsAMO MPOTUBOMOJIOXHbIMU CBOWMCTBaM
Henpsamoro 6unupybuHa: BOAOPACTBO-
PWUMbIN, KOHBIOTMPOBAHHbIW, MPSMOMN,
CBS13aHHbIN, CNOCOBEeH K peHanbHOW W
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pybuHa, 06paTHbI BO3BPAT KOHbOMMPOBAHHOIO HGuanpybu-
Ha nnoay HEBO3MOXeH. YpoBeHb deTanbHoro bunnpybuHa y
NN04a HE3HAYMTENbHO MOBbILAETCS NPY BbIPAKEHHOM remMo-
NIN3e, HO MOXET pe3ko BO3pacTaTb B pe3ynbTaTe CrylleHus
Xenun Ha (oHe BHYTPMYTPOOHOrO remMonmn3a 3puTpoumTOB
nnoga W pasBWTUS XONecTasa, CNeACTBUEM KOTOPOro SBAS-
€TCS MOBbILIEHWE YPOBHS KOHBIOTMPOBAHHOMO OMAMpybuHa.
Bcnencreume Toro, 4to NnaLeHTa HeMpoHULaema ans npsmoro
6unnpybmnHa, HO NPOHMLAEMA AN1F HEMPSMOro, YpoBEHb HU-
NMpy6UHa Y NN0LA MOXET TakKe MOBbILATHCS MPU HENPSIMON
runepounupybmuHemMmnm y matepu.

Y HOBOPOXAEHHbIX 0bpa3oBaHWe 6unupybuHa B 2-3
pasa 6onblue, 4em y B3pocbix: oT 6 fo 10 mr/kr/cyT npotus
3 Mr/kr/cyTy B3pocnbix [21]. 370 cBS3aHO € 60MbLLON 3pUTPO-
LMTapHOM Maccol Yy HOBOPOXAEHHbIX M YKOPOYEHHOW Npo-
[LOMKUTENBHOCTBIO XM3HK 3puTpoumToB: oT 70 no 90 agHew,
TOr4a Kak y AeTel CTapliero Bo3pacrta AMTENbHOCTb KU3HK
3putpounToB coctasnset 120 gHen.

Y HOBOPOXAEHHbIX, 0CODEHHO HEAOHOLEHHbIX, KOHLEH-
Tpauus rTaTMOH-S-TpaHcdepasbl U MIOKYPOHUATPaHde-
pasbl HUXeE, 4eM Yy AeTell bonee cTapluero Bo3pacrta, YTo 3a-
MeasigeT NpoLecc KoHborauumn GunmupybrHa B renatouMTax u
CNoCcOBCTBYET NOSBNEHUID DU3MONOTUYECKOW XKENTYXM, NPO-
NOHIMPOBAHHOM HEMpAMOM rMNepbunnpybnHeMmmn y Heoo-
HOLUEHHbIX U MaNOBECHbIX HOBOPOX/AEHHbIX, PE3KOMY Hapac-
TaHMI0 XENTYXM NPU FreEMONUTUYECKUX aHEMUSX.

B kuweyHuKe HOBOPOXAEHHOro HGakTepun KOHBEPTUPY-
0T BUNUPYOMH B YPOOUAMHOTEH M CTEPKOBUIUHOTEH, KOTO-
pble 3KCKPEeTUPYKTCS C MOYOM W CTYNOM, YTO OrpaHU4MBa-
€T 3HTEPOMEYEHOUHYIO peunpKynsaumno dunmnpybuna. OgHako
npu 3afepXKe maccaxa MeKOHMS, KOTOPbIA COAEPXUT nps-
MOW BuMAnpybuH, MOXeT BO3pacTaTb MPOLECC 3HTeponeye-
HOYHOW peumpKynaumnm dunmnpybuHa.

AKTMBHOM 3HTEPONEYEHOYHOM peunpKynauumn 6unmpyom-
Ha Y HOBOPOXAEHHOro CnocobcTByeT npeobnagaHue y Ho-
BOPOXAEHHOrO0 MOHOIOKYPOHULOB OUAMPYOUHa, KOTOpble
nerye noABeprawTca rMAPOAM3Yy MO CPaBHEHWIO C AWMIO-
KypoHuaoM. Kpome 3TOro, B KWLLIEYHWKE HOBOPOXAEHHbIX
MOBbILEHA KOHLeHTpaums depmeHTa (3 — rOKYpOHMAA3bI,
BbI3bIBAOLLEW rMApONM3 MpsaMoro GunmMpybuHa, n Mmeertcs
nebuunt 6akTepuanbHOM KuLieyHoWn dnopbl, Noa BO3aeN-
CTBMEM KOTOPOM BUAMpybuH katabonusmpyercs B ypobunu-
HOreH U CTePKOBUAMH.

bonee BbiCOKMI ypoBeHb BUANPYOMHA OTMeYaeTcs y 340-
POBbIX HOBOPOXAEHHbIX, HaXOAAWMXCS Ha €eCTeCTBEHHOM
BCKapMAMBaHWK, C BONbLWION MOTeper MacChbl NOCNe poxae-
HUS (28%), pOXKOEHHbIX OT MaTepel C CaxapHbIM aAnabeTom, C
HWU3KMM recTauMoHHbIM BO3PaCcTOM, NMPU MeAUKAMEHTO3HOWM
CTUMYASALMM POLOB OKCUTOLMHOM, FeMOpparusiMu, HapoaoB
A3nun, Manbumnkos [21]

OCHOBHOM >XeNYHOW KMCIOTOW Yy HOBOPOXAEHHbIX B-
NAeTCs rMKOXONEeBas KUCIOTa, nocie 1-3 MecaueB Ku3Hu
npesanupyeT rmMkoxeHogesokcmxonesas. Cekpeunsa xeny-
HbIX KWCIOT renaTouMTamu B MepBble 3 Mecsaua XU3HKU pe-
LyLUMpOBaHa, U B xenym npeobnafatot aTunuyHble XenyHble
KMCNOTbl, He obnagawlme «OYHKLMOHANbHOW afaeKBaTHO-
CTbto». [TONHOLEHHAs CEKPEeLMS KENYHbIX KUCIO0T OTMEYaeTcs
nocne 3-ro Mecsila Xu3Hu, y MasioBeCHbIX AeTel (0cobeHHO
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POAMBLUMXCS C OYEHb HU3KOW M IKCTPEMANIbHO HWM3KOW Mac-
COW) MpOLEeCcC CTaHOBAEHMS CEeKPETOPHOM (YHKLMM 3aTarm-
BAETCH, YTO MPUBOLAMT K Pa3BUTUIO «DU3MONOTMUYECKOro XO-
NecTasay» B 3TOM KaTeropMm HOBOPOXAEHHbIX.

MpuuMHBI XKEenTyx y HOBOPOXAEHHbIX, LeTel paHHero,
CTaplero BO3pacTa M B3POCIbIX Pas3fuuHbl. XKentyxu vy
B3POC/bIX M [eTel CTapllero Bo3pacra Aendrcd Ha 3 tuna:
npeneyeHo4Has (nogbem OunmMpybuHa Bbi3BaH reMoOIN30M),
neyeHouYHas, UIn renatouennongpHas (0CcTpas U XpoHuue-
cKas), M xonecratnyeckas (C Amunataumnen 6UnMapHoro TpakTa
n 6e3 amunataumm).

Y HOBOPOXAEHHbBIX NPEeASIOKEHA KNACCUPUKALMS XKENTYX,
OCHOBaHHas Ha onpeLeneHun TMna runepounnpybuHeMum:
HenpaMas (BblI3BaHHAs MOBbLILWEHWEM YPOBHS HEMPSMOro
6unnpybuHa) u npsmasa (Npu KOTOPOW MMeeT MecTo MOBbI-
lWeHne YpOBHS npsMoro 6unupybuHa). B HeoHaTanbHoM
nepuoae OCHOBHYH Fpymnny COCTaBASHOT XKENTYXM, CBI3aHHblE
C HenpsMbIMK rUNepbunnpybuHemMmamu. Yatule Bcero BCTpe-
yaTCa rMnepbunnMpybnHeMmMmM «340pOBOr0 HOBOPOXKAEHHO-
ro», He NpeaCTaBsioLMe Yrpo3bl A5 KM3HU U 340POBbS
HOBOPOXAEHHOIO: MU3MONOTMYECKas XenTyxa W XenTyxa
eCTeCTBEHHOro BCkapMamBaHus [20].

OueHnBasi COCTOSSHUE HOBOPOXAEHHOFO C JKENTYXOM,
nepmMaTp AOMKEH YAENnaTb oco6oe BHUMaHME 3aTSHXKHOM
xenTtyxe (coxpaHsioweicsa nocne 14 cyTok XusHm).

B 3ToM cnyyae, axe npu NofHOM YBEPEHHOCTM B HaNu-
UMK KENTYXM «3[0POBOT0 HOBOPOXAEHHOIO», HEOBXOAMMO
Ha3HauUTb BUOXMMMYECKMIA aHaNM3 KPOBW, AaTb OLEHKY
OKpacke CTyna, MouM, KOXKHOro Mokposa, ckiep, npubaske
Maccbl HOBOPOXAEHHOIO, MPOBECTU Y/bTPA3BYKOBOE MCCe-
[IOBaHME MEYEHM U KENUYEBLIBOAALLEN CUCTEMBI.

OyeHugsas cocmosiHue HoOBOPOXXOeHHO20 C Xeamyxoli,
neduamp domkeH yoenamb ocoboe BHUMAaHUe
3amspkHoU Xxesimyxe (coxpaHsiowetics nocse

14 cymok xu3Hu). Heobxodumo HasHa4yuUMb
6uoxumuyeckuli aHanu3 Kposu, 0amb OYeHKY
oKpacke cmyna, Mo4u, KO)XXHO20 NOKpOBd, cK/iep,
npubaske Maccbl HOBOPOXKOeHHO20, hposecmu
YNIbmpa3sykosoe uccedosaHue nedeHu u
Xenyvesbisodaweli cucmeMbi

®dusmonornyeckan xentyxa (TpaH3UMTOPHAS HEKOHbBIO-
rMpoBaHHag runepbunnpybrnHemMmns) nMeeT MeCcTo NpakTu-
YeCcKM y BCEX HOBOPOXAEHHbIX B TeyeHue nepsbiXx 3-5
CYTOK XM3HW. B ee pa3BuTUK UrpatoT ponib HECKONbKO dak-
TOpOB: 60NbWON 06beEM 3PUTPOLUTAPHOM MacChl W, Kak
CnefcTBME, MOBbIWEHHbIA ypoBeHb 6unupybuHa, bonee
KOpPOTKag MNpOAOMKUTENbHOCTb >KM3HW 3PUTPOLMTOB,
He3penocTb MeyvyeHoYHbIX (GEepMeHTOB, YYaCTBYIOLLMX B
KOHbBIOraumuu.

XapakTepHon 0CoBeHHOCTbIO ¢pu3uono2uqecKoll xenamy-
XU y OOHOWEHHbIX HOBOPOXAEHHbIX SBNSETCS nodveM 6unu-
pybuHa Ha 3—4-e cymku xu3sHu 1o 204 MkMonb/n, y Heno-
HOLIEHHbIX MUK nogbeMa bunmpybuHa oTMeuvaeTcs Ha 5-e
CYTKM XM3HU Ao 255 MKMonb/n.



XKentyxa He MOXeT cuMTaTbCs (U3MONOTMUYECKOM npwu
CNeayLLmMX yCIoBUSX:

€C/I1 NOSIBNSIETCS B MEPBble CYTKM XMU3HMU,

ypoBeHb bunupybuHa Hapacraet 6bonee 8,5 MKMonb/n/u,

MK noabema bunnpybuHa npesbiwaeTt 221 MkMonb/n y
[LOHOLLEHHbIX HOBOPOXAEHHbIX,

HapacTaeT Gpakuus NpsaMoro bGunnpybmHa,

0TMeYaloTCsd renaTocnieHoOMeranuns u aHeMus.

XenTyxa y HOBOPOXAEHHbIX HE MOXET CYMTATbCS HU3NO-
NIOrNYeCcKon:

€C/I1 B NepBbli AeHb XXU3HM KOHLEeHTpauus 6unmpyburHa
oonee 86 MKMonb/n,

BO BTOPOW A€Hb XM3HM YPOBEHb BUNMPYOUHA B CbIBOPOT-
ke KpoBu 6onee 171 Mkmons/n,

Ha TPeTUI LeHb XM3HW M B NOCIELyWMe OHU KOHLEH-
Tpauusa 6unupybuna 6onee 206 mkmons/n [21].

Xentyxa ectrectBeHHOro BckapMaMBaHua Oblia onMcaHa
A. Newman u S. Gross B 1963 r.,, a Takxe . Arias, L. Gartner,
S. Seifter n M. Furman B 1964 r.,, xoTq ee onucaHue BCTpeya-
etca ewe B XIX B. B TpyAax Hemeukoro Bpava ®puapuxa
Teonopa ®pepwmxca [5, 11, 22]. NoHavany cymMTanocs, YTo 3T1a
Xentyxa — pefikoe coctosiHme (1% oT BceX HOBOPOXAEHHbIX,
HaXoASALWMXCA HA eCTeCTBEHHOM BCKapMauBaHuu). MNo3aHee
6b1710 Noka3aHo, 4To 30% HOBOPOXKAEHHbIX HA €CTECTBEHHOM
BCKapM/IMBaHWM B NepBble 3-4 MecsLa XM3HU UMetoT NOBbI-
LWeHne ypoBHS BuUnMpybuHa, y %5 M3 HUX — 3HAUMTENbHOE.
Ecnu ectectBeHHOe BCKapMAMBaHWE HA KOPOTKMIA CPOK Npe-
KpalaeTcs, ypoBeHb bunnpybuHa pes3ko nagaer M nocie
BO30OHOBNEHUS KOpMAEHUS rpyabio He npesbiwaeT 80-85
MKMOfIb/N C MONMIHOM HOpManu3auuMen K TpeTbel Hepene
XM3HW. B nepBble 5 AHEN XM3HM NpaKTMYeCKM HET pa3inymi
B COLEPXaHWUM OUAMPYOUHA U BbIPAKEHHOCTU XKENTYXW Yy
HOBOPOX[IEHHbIX Ha eCTeCTBEHHOM W WMCKYCCTBEHHOM
Bckapmausanuu [5, 11]. OgHako nocie 5-ro AHS XWM3HK Yy
HOBOPOXAEHHbIX Ha €eCTeCTBEHHOM BCKAPMIMBAHUKM YpO-
BEeHb OMAMpYOMHA WAM OCTAeTC MOBBILEHHbIM, WU Ke
0TMeYaeTcs BTOpas BONHa noaveMa bunupybuHa. Kak npa-
BMJI0, MAaKCMMaNbHbI YpOBEHb OUNMPYOUHA He npeBblwaeT
250 MkMonb/n (peako MoXeT AocTuratb 425 MKMONb/N).

BaxHo, 4TO ypoBeHb BumMpyburHa y BCeX MNAAEHLEB Ha
eCTecTBEHHOM BCKapM/MBAHWMM BCerga BO3BpalLaeTcs K
HopMe. Ecin ke OTMeYaeTcs NepCcUcTUpOBAHME XKENTyxXu B
TeueHne 3 1 Bonee MecAULEB XM3HW, CneayeT NoAyMaTb O
LLpYrovi 3TUONOTMM XKEeNTyXMU.

MNHTEHCMBHOCTb XXENTyXW NpW ecTeCTBEHHOM BCKapMIu-
BaHWM onpepenseTcs:

reCTauMOHHbIM BO3PacTOM (YEM MeHblue, TeM 6onbLuas
BbIPAXKEHHOCTb XENTYXM),

HanM4MeM geruapataumm,

noTepew Maccbl NOC/E POXAEHUS (ApUe XenTyxa NpeacTas-
NleHa y HOBOPOXAEHHbIX C noTepeit Macchl 8-10% v bonee),

AKTMBHOCTBK 3HTEPOMEYEHOUYHOW peLuprynaumMn bunm-
pybuHa,

LedULMTOM rMaBHOro epMeHTa KoHbloraumMm éunmpybu-
Ha ypuanH-andocdat-rnokypoHmnTpaHchepassl (UGT 1A1).

MPUYMHBI XKENTYXM eCTeCTBEHHOr0 BCKAapMAWMBAHUS [0
HaCTosLLEero BpeMeHM He COBCEM SICHbI. [10Ka3aHo, 4To B 3TOM

BapUaHTE XEeNTyXu «340pOBOr0 HOBOPOXAEHHOO» MOryT
6bITb MOBUHHbBI MHOTME HaKTOPbI:

HeoOblYHbIM MeTabonuT nporecTtepoHa pregnane-3(a),
20(B)-diol, koTOpbIi UHIMBMpPYET NEYEHOUHYIO [HOKYPOHMA-
TpaHcdhepasy, NpensaTcTByS KOHblOrauum bunmnpyomHa;

BbICOKAs KOHLEHTPaLMsa CBOBOAHbBIX XMPHbIX KMCIOT (CBSI-
3bIBAOLLUMX [THOKYPOHOBYI KMCI0TY), 00YCIOBAEHHAS aKTMB-
HOCTbIO JIMNA3bl XEHCKOIO MOMOKa;

BIMSIHWE TaypMHA Ha NOBbILEHWE aKTUBHOCTYH B-rOKypO-
HWMAA3bl KEHCKOrO MOJTOKA, YTO MPUBOAMT K HAapaCTaHMI0 ponu
3HTEPONEYEeHOYHON UMpKynaunm bunmpybuHa.

BaxxHo, umo yposeHb 6unupybuHa

y 8cex MnadeHyes Ha ecmecmaeHHOM
BCKAPMNUBAHUU BCe20d B038pawjaemcsi K HopMe.
Ecnu »xe ommeuaemcs nepcucmuposaHue

Xenmyxu 8 meveHue 3 u 6osee Mecsyes XU3HU,
cnedyem nodyMmams 0 0py20U 3mMuosio2uu xeamyxu

Hu ofHa M3 NepeyncneHHbIX TMNoTe3 He SBNSETCS Beay-
wei. B TeyeHne nocnepHux 5 neT npencTaBieHbl [OKa3a-
TeNbCTBA, YTO MMEeTCs CBA3b MEXAY XKeNTyXON ecTeCTBEHHO-
ro BCKAapMAMBAaHUM U BapMaHTaMM MyTalMUK reHa, KOAUPYH-
Wero cuHTe3 QepMeHTa ypuAMH-OUHOCHaT-IIHOKYPOHUI-
TpaHcdhepasbl (UDP-glucuronosyltransferasefamily 1, poly-
peptide A1 [UGT1A1]), y4acTBytoLLEro B KOHBIOrALMK Henps-
Moro 6unmpybuHa [36]. Mpu xentyxe OT MaTEPWHCKOro
MOJIOKa B HEOHATaNbHOM Nepuoje Hanbonee 4acTo BCTpeya-
etcs annenb UGT1A1*6.

70 NO3BONSET NpeAnonaraTh, YTO Heamyxa ecmecmeeH-
H020 8CKApMIUBAHUS A8/ISemcs 2eHemu4ecKu 0emepMuHUpo-
8AHHBIM COCMOSHUEM.

Xentyxa ectecTBEHHOro BCKapM/IMBaHUS — 3TO HOp-
ManbHoe @U3MONIOrMYECKoe COCTOSIHME A8 MAAAeHUa,
HaxoAsLerocs Ha eCTeCTBEHHOM BCKapMIMBAHUM.

MnepbunmupybruHemmns ymeHbliaeTcs, koraa pebeHka
nepeBOAdT Ha MCKYCCTBEHHOE BCKApMIMBAHWE, UAKW MPOXO-
[OWUT CaMOCTOATeNbHO B TeyeHMe nepBbix 3-4 Mecsues
U3HU. XKenTyxa ecTecTBEHHOr0 BCKapMAMBAHWS Hepeako
BbI3blBaeT O€CMNOKOMCTBO Yy poanTenei 1 y neamMaTpos, ABNs-
eTcs NpUYMHON HeOBOCHOBAHHOM rOCNUTaNM3aLMmM ManeH-
ua. Xentyxa ecTeCTBEHHOro0 BCKapM/MBaHUS HE MOXET CTaThb
NpUYnHOM BUAMPYBMHOBOW 3HUEehanonaTMu, Ho 0693aTeNbHO
LLO/MDKHBI  OblTb  UCKMIOYEHBI TEMONU3 U Apyrue MNPUYUHDI
rmnepounmpybuHemmm.

[N xenTyxu ecteCTBEHHOr0O BCKAPM/MBAHUSA XapakTepHO:

UCKNIOUYNUTENBHO TPYAHOE BCKapMAUBaHUE;

Hanuune HenpaMon runepbunnpybuHeMmu;

xopolasg npmbaBka Maccbl, HOpManbHOE NMCUXOMOTOPHOE
pasBuTHe MNadeHLa.

[ing xxenTyx, CBS3aHHbIX C NpAMOi runepomunupy6uHemu-
€W, He CyLecTByeT MPMBSA3aHHOCTM K CPOKaM MOSBNEHMS.
Mpamas runepbunnpybrHeMns B NoaaBagioweM 60nblnH-
CTBe CNly4aeB $BNSeTCs CNeACTBMEM XOnecTasa M BCerma
TpebyeT yTouHeHus [6, 10].
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Tabnmua 1. [uddepeHumannHblii AMardo3 npsamoi
U HenpaMoii runep6uaupyéuHeMmm

BCNeACTBME pa3BuTMS OunmapHoro umpposa. bunuapHas
aTpesns uMmeeT 2 GOpMbl: CUHAPOMANbHYIO U M30IMPOBAH-
Hyto [8]. Ana cuHapoManbHoi dopMbl GUAMapHOW aTpesnn
XapaKTepPHO COYeTaHWe C pasfIMYHbIMKM BPOXAEHHBIMU aHO-
ManuaMu pasBUTUA: MONUCTNIEHUEN, aCNNeHMEN, TPAHCMO3MU-
LMeit BHYTPEHHWX OPraHoB, NpeayofeHaNbHOM NOpPTanbHOWM
BEHOW, OTCYTCTBMEM PETPONEYEHOYHOW HMXKHEN NONOM BEHDI,
MHTECTMHANbHOW ManbpoTaumei (He3aBepLlleHHbIM MOBOPO-
TOM KMLUEYHMKA, BO3HWMKAIOLLMM HA paHHel cTagmmn aMbpuo-

Tabnuua 2. TMpuumuHbI NpAMOI rMNepoUNUpPYGUHEMUM
y AeTeii paHHero Bo3pacra

Oxkpacka XentywHas ¢ 3eneHoBa-
1 | koxHoro TbIM MM KOPUYHEBBIM XentywHas
MoKpoBa OTTEHKOM
O6ecuBeyeHHbIN (axonuy-
Hbli), CNabooKpaLueHHbIl .
2 | Cyn WM OKpaLIeHHbIE (par- OBbl4HOI OKpaCKK
MEHTMPOBAHHO
3 | Moya TeMHas («LBeT nuBay) 06bI4HOI OKpacku

Xonectas - yMeHbLIeHUE NOCTYN/IEHUS XXeN4Yu B ABEHaA-
LATUMNEPCTHYI0 KULLKY BCINEACTBME MAaTOIOrMYeCcKoro npo-
Lecca Ha y4yacTke oT renaroumTa Ao ¢artepoBa cocka.

Mpexnae Bcero Halo MOMHWTb O BEPOSATHOCTM BUIMApHON
atpesuun. [o3aHAg nocTaHoBKa AnarHosa (nocne 6-8 Heaenb
M3HM) pe3Ko yMeHblUaeT LWaHcbl pebeHka Ha Bnaronpusat-
HbIM MCXOL ONepaTUBHOrO neyeHus (mabs. 1).

OueHka du3myeckoro paseuTua pebeHka, npubaska
Maccbl TpebykT MNOCTOSAHHOTO BHMMaHWS Bpadva-neamatpa.
Heobxoanmo o6paliaTb BHUMAHWE Ha HanMyMe KOXHOro
3yZa ¥ CMMNTOMOB ManbabcopbLmu, NosiBNEeHNE KOTOPbIX He
3aBMCUT OT AABHOCTM Xxonectasa. [JokasaHo, 4To cTeatopes
npu cuHapome Manbabcopbumm, BbI3BaHHOM XOJIECTA30M,
npsMo NpomnopuMoHanbHa YpoBHIO xentyxu. CreaTopes
ABngeTcs CnefcTBueM aeduunta CONMen >Kenuu, YpOBEHb
KOTOPbIX B KMLIEYHUKE PE3KO CHWMXAETCS Npu XonecTase.
B pe3ynbraTe Hapylwaetcs abcopbums Kupa U KMpopacTeo-
pumbix BuTamunHoB A, D, K, E, MuuennsapHoe pactBopeHue
XMpa CTAHOBMUTCS HeadekBaTHbIM (mab. 2).

[ns uckntoyeHns bBunmapHoM aTpesmm BCeM AETIM, UMELD-
WMM KenTyxy nocne 14-ro AHS XXM3HW, NOKA3aHO onpeaene-
Hue npsmoro GunmMpybuHa (B Cydae ero NoBbIWEHMS mUccne-
[lOBaHWe peKkoMeHayeTcs NoBTOpUTL ABaxabl). OnpeneneHune
npsiMoro 6unnpybrHa BaxHO He TONbKO AN PaHHEN AMarHo-
CTUKKM BUNMApPHOW aTpe3unu, HO M AN BepUOUKALMM KENTYX,
06yCnoBAeHHbIX MHDEKLUMOHHBIMU, METABONMYECKMMU, IHIO-
KPWMHHBIMW, FEMATONOTUYECKMMU U XUPYPIUYECKUMU MPUUK-
Hamu. Y neTei BO3MOXHO pa3BMTWE MO3[HEN remopparuye-
cKon bonesHu, obycnosneHHow aeduumuToM BUTamMuHa K wu
NposiBASOLENCS Ha 3-8-I Hemenax Xu3HwW. B atom cnyyae
neTanbHbIA ncxon Bo3MoxkeH y 50% neten BCneacTeue Tsaxe-
NbIX HEBPOIOTMYECKMUX HAPYLLUEHWUIA MPKU Pa3BUTUM BHYTpUYe-
pernHoro KpOBOM3AMUSHMS.

B 3anagHoi EBpone yactoTa 6unuapHoOit aTtpesuu
coctagnsetr 1/18 000 >XMBOPOXAEHHbIX (B MuMpe — OT
5/100 000 po 32/100 000 »umBopoxaeHHbIX) [8, 18, 23]. B
MUpe bunuapHas aTpesus SBASETCS FaBHOM NPUYUHOM XPO-
HUYECKOM NeYeHOUYHOW HeAOCTaTOYHOCTH Y AeTelt. bununapHas
aTpes3ms yalle BCTpeyaeTcs y AeBoyek. 3aboneBaHne xapak-
TEPU3YETCS NPOrpeccMpytoLlei CKnepo3mpytoLleit XonaHru-
onaTuen, NpMBOASLLEN K MOMHOM OBCTPYKUMM 3KCTpaneve-
HOYHOrO BUAMAPHOrO TPaKTa M paHHEMY fIeTaslbHOMY UCXOmy

60 | MEAULIMHCKUIA COBET + N2O7, 2016

1 | bunuapHas atpesus 044.2
2 | HeoHatanbHblii renatut P59.2
3 | buauapHas runonnasms (cuHapom Anaxuns) Q44.7
4 | TpaH3UTOPHbI/ HEOHATaNlbHbI X0NecTa3 R17
5 | @etanbHag TpomMbOTUYECKas BACKYNONATHUS MAALLEHTDI 087
6 | HeoHaTanbHblit reMoxpomarto3 E£83.1
7 | MapeHTepanbHoe nuTaHue R17
8 | CMHOpOM KOpOTKOM KMLLIKM K90.2
9 | Deduunt al-aHTtpuncuna (al-uHrubutopa npoteas) £88.0
10| Eic Famis iniahepatic Cholesinc) 046
11 | [eduupt uutpuHa (LMTPYNAMHEMUS) E72.2
12 | bone3Hb Humara - Muka, vn C (NPC) E75.2
13 | Tupo3uHemus | Tvna E70.2
14 | MuToXOHApPHanbHble HapyLeHus R17
15 | Cunapom numdenembl 1 xonecrasa - Aagenas-syndrom R17
16 | bonesHb lowe E75.2
17 | HeoHaTanbHblit caxapHblil anabet P70.2
18 | CuHgpom Dubin - Johnson £80.6
19 | notupeos E00.0
20 | Cknepo3upyHoLLMit XONaHTUT K73
21 | InadparmanbHas rpbixa 079.0
22 | lOBeHMnbHas KCaHTOrpaHynema K75.3
23 | AyTOMMMYHHas 3HTepOnaTHs M35.9
24 | Tanakto3emus E74.2
25 | Cunapom Zellweger 087.8
26 | AHOManus CTpOeHNS XEeNYHbIX KNTIOT P59
27 | HekpoTu3upytoLLmid SHTEPOKOAUT P77
28 | AHoManus neyeHoYHoM sKcnpeccum GubpunInHa R17
29 | BpoxpeHHblii neveHouHbIA (rbpo3 P78.8



HanbHoro passuTus). Npu HecunapomanbHoi dopme Gmm-
apHOM aTpesun Lpyrue aHoManun pa3BUTUS OTCYTCTBYIOT.

KnuHuyeckune npmsHaku bunmapHom atpesuu:

Xentyxa 3a cyeT npsamow (KOHbrMPOBAHHOW) rnnepbu-
NMpybUHEMUMM, HApacCTaloWen U CoXpaHaLWasacs nocne 2-in
HeLenu XXn3Hu,

AXONUYHBINA (CBETAbLIN, Benblit), cnabookpalleHHbId Uau
(OparMeHTMPOBAHHO OKPALUEHHbIM CTyl M TEMHAs MOua; B
MepBY0 HEAeNt0 XM3HM CTyN elle MOXeT ObiTb OKpalleH,
noka bunnapHas atpesns He pa3BepHET MOMHOCTbIO CBO
KITUHWMKY,

renaToMeranus.

B nepsble 2 Mecsua xu3HM cocTosiHue pebeHka u husu-
4yeckoe pasBWTME, KaK MpaBWo, CTPALAOT Mano, HO 3aTeM
OTMeYaeTcsl HefoCTaTouHas npubaBka Macchbl, HapactaeT
npsMmas runepbunupybuHemms. lo3xe npucoeanHseTcs
CNAeHOMeranus Kak pe3ynbTaT MOPTaNbHOM TUNEepTeH3uU,
aCUMT M reMopparMyecknini CMHAPOM (KPOBOTEYEHWUS MOTyT
6bITb MHTPaKpaHWaNbHbIE, FAaCTPOUHTECTUHANbHbBIE WMAU U3
MyNnOYHOW paHKM), BbI3BaHHble HapyleHnem abcopbumm
BuTamMuHa K.

B amnarHoctuke GUAMApHOM aTpe3nu MOMOratT MHCTPY-
MeHTasIbHble MEeTOAbl UCCNef0BaHMUS:

yNbTPa3BYKOBOE WMCCIef0BaHME (KpUTepuamMmu BunnapHoi
aTpesunn y HOBOPOXAEHHbIX CYHUTAKOT HEBU3YANU3MPYIOLLMICS
YKEMYHBIA NPOTOK U ManeHbKMe pa3Mepbl KENYHOro My3bips);

renatobunuapHas cuMHTUrpadus;

XonaHrnorpadus (ecm XenyHblii My3bipb MMEET HOp-
MasibHble pa3Mepbl); OHa MOXET BbITb MPOBEAEHA YPECKOXKHO
(NyTeM NYHKLMM XXENYHOTO Ny3bIps), SHAOCKONUYECKN (3HAO-
CKOMMUYEeCKas peTporpagHas xonaHrnmonaHkpeaTtorpadums) u
npv NPOBEAEHUN XMPYPTUYECKMX BMELLATeNbCTB;

broncus neyeHn.

Xonanrnorpadus u 6Moncms nevyeHn NokasaHbl TONbKO B
TexX Cyvasx, ecM AMarHo3 OCTaeTCs HesiCHbIM, 0COBEHHO
€CNN XKENYHbIA Ny3blpb MMEET HOpPManbHble pa3Mepbl Mpwu
NpOBEAEHUN YNbTPa3BYKOBOrO MCCIEA0BAHMS.

AHTeHaTanbHas AMarHoOCTUKa GUAMapHONM aTpesuu BO3-
MOXHa, KOrAa UMeKTCS KMCTO3HblE U3MEHeHWs BunnapHoro
TPaKTa WM He BU3YanM3MPYeTCs XKENYHbIA My3bipb. TeM He
MeHee Jaxe B 3TUX CyyYasx BO3MOXHbI AMATHOCTMYECKME
ownbkun. Okono 25% peteit ¢ BUNMAPHOM aTpe3neln UMerT
€AMHUYHBIE MM MHOXECTBEHHbIE MHTPANeYeHOYHbIe KUCTbI.
JleTanbHOCTb Cpefyn NauUMEeHTOB C MHOXECTBEHHbIMU KMCTa-
MW 3HAYUTENBHO BbIlLE WM3-33 Pa3BUTUS BTOPUYHBIX OCIOX-
HEHWM B BUOE XONAHTMTA.

BunuapHas aTpesus sBngeTcs rnaBHbIM NokasaHnem ans
TPaHCMAAHTaLMM NeveHn, Ho bonee BaXKHYI ponb B COCTOS-
Hun pebeHka MrpaeT CBOeBPEMEHHO NPOBeAEeHHas NOpTo-
3HTepoctoMuss no Kasai (onepaums nopTO3HTEPOCTOMMU
6blna npeanoxeHa AMnoHCKMM xupyprom Morio Kasai B
KoHue 50-x rr. XX B.). [1pn yAa4yHO NpoBeAeHHOM onepauuu
cnycta 15 net 87% petent He umetoT xentyxu, a 70% pe-
Tel MMeKT HOpManbHble nokasatenu 3p0posbs [19].
[opTO3HTEPOCTOMMS, BbIMONHEHHAS Nocne 60-ro AHS XKU3HMK,
cnocobcTByeT HOpManu3auun  6unupybuHa TONbKO B
20-35% cnyyasx, B TO BpeMs Kak onepaTvBHOE BMeLllaTeNb-
cTBO A0 60-r0 OHS XXM3HU NPUBOAUT K HOPManu3aumm CbiBO-

poTouHoro 6unupybuHa B 80% cnyuaes [19]. Jlyuwe, eciu
NMOPTO3HTEPOCTOMMS MPOBOAMTCS B NepBble 45 AHEN XKU3HM
pebeHka. [1puM OTCYTCTBMM CBOEBPEMEHHOMO JIeYEHUS
daTanbHbIM MCXOA HACTYNaeT B TeYEHWe ABYX NET, CPefHas
NMPOAO/MKUTENBHOCTD XM3HM cocTaBnseTr 8-12 mecsues.
MNopTosHTepocToMumg no Kasaiy 25-35% nauneHToB no3so-
nseT NpoanuTb u3Hb Ao 10 net n 6onee c nocnenytoLLen
TpaHCNnaHTaume nevexu. Mpu npoBeLeHUU CBOEBPEMEH-
HOro OMepaTMBHOIO NeYEHUS MPU OTCYTCTBMM XONAHTUTA Y
nauMeHTa 5-NeTHss BbIXKMBAEMOCTb Bbllle Kak MUHUMYM Ha
30%. DOEKTUBHOCTb ONEPATUBHOIO NIEYEHUS 33aBUCUT OT
YPOBHS$ aTpe3un 1 OT Bo3pacta pebeHka K MOMEHTY onepa-
TMBHOIO nevyeHus. Tak, y neTer c obcTpykumen obuiero
KENYHOro MpoTOKa Xentyxa ucyesaeT B 52% cnyyaes,
obuero neyeHo4YHoro npotoka — B 18%, TotTanbHoOM aTpesu-
en — y 31% naumenToB. Y peten B Bo3pacte o 60 gHew
3 PEKTMBHOCTb ONepaTUBHOrO feYyeHuns gocturaet 92%, ot
60 no 70 gHelt -y 62%,71-90 oHen -y 50%, nocne 91-ro
OHS Tonbko Yy 29% naumeHToB. OnepatvBHOE feyeHue,
BbIMOMIHEHHOE MOC/Ne 4-MeCAYHOro BO3pacTa KM3HW, Npak-
TUYECKM BCErAa He AaeT Kenaemoro pesynsrata.

Okono 25% demeli ¢ bunuapHoti ampe3ueli
UMelom eOUHUYHbIe UslU MHO)XeCMBeHHble
UHMpaneyveHo4Hble Kucmeol. JlemanbHocmb cpedu
nayueHmMos ¢ MHOXKeCmBeHHbIMU KUcmamu
3Ha4umMesibHO Bbiuie U3-3a pa3sUMUs BMOPUYHbIX
0CJ/I0)KHeHuli 8 8ude xonaHauma

[epBoe onucaHve KUCT GunnapHoro Tpakra (KUCT xone-
poxyca) 6bin0 gaHo Vater A. B 1720 r. YacToTa KucT xoneno-
xyca coctasnset 1/13 000 HOBOpPOXAEHHbIX, B 7% yaaeTcs
IMarHOCTMPOBATb KMCTbl XONeAoXyca B aHTeHaTallbHOM
nepuoge. lNepBble KIMHUYECKME MPU3HAKM KMUCT XONeAoXy-
Ca — axONIMYHBIN CTyA, PBOTA, XKENTYXa M MOHWXKXEHHOe MuTa-
Hue [16]. XenTyxy M axonuuHbli cTyn umetor 6onee 80%
HOBOPOXAEeHHbIX. PBOTA 0TMeyvaeTcs y 50% peteit, u y TpeTu
M3 HUX UMeeTcs aedbuuUmT Macchl. BpeMs nosBneHuns nepebix
CMMMNTOMOB BapbupyeT oT 7 aHewn no 9,5 roga. YacteimMum
OC/IOKHEHUSIMU KMCT XONeAoxyca SBASKOTCS peluanBUpYyLo-
WM BOCXOOSALWMIA XONAHTUT, 0Opa30BaHME KAaMHEN B Xeny-
HOM ny3blpe, 6UnMapHas 0bCTpyKLUMs, BUAMAPHBIA LMPPO3,
CMOHTaHHbIE UM NOCTTPAaBMAaTUYECKME Pa3PbIBbl KUCT, TPOM-
603 BOpPOTHOM BeHbI, abCLecc nevyeHu, renatokapumHoma.

B ocHoBe pa3BuTMS TPaH3MTOPHOro HeOHaTalbHOro
XOonecrasa /eXUT OCTpas M XPOHMYecKas nepuHaTanbHas
TMNOKCKS neYyeHu. Pa3BUTME XoNecTasa OTMeYaeTcs valle K
7-M CyTKaM >XM3HW, MOXeT npojomkatbcs OO 3,5 mec.
[ematocnneHOMeranus MHOrAa COXpaHseTcs A0 rofa. Puck
pa3BWUTUS HEOHATANIbHOrO X0/ecTa3a OYeHb BbICOK Y HOBO-
POXIAEHHbIX, POAMBLUMXCSA paHee 35-M Hepenu rectauumu, C
npu3HaKaMu aHTEHaTaIbHOM rnnoTpoduu [3].

3HaHWe OCNOXXHEHUIH NapeHTepasbHOro NUTAHUS Heob-
XOAMMO MpPU UCNONb30BaHUM NOOOM CUCTEMbBI MOHUTOPUHTA.
B HauanbHOM cTagmMM OCNOXHEHMS 0BbIYMHO NPOSBAAOTCA
3NEKTPONUTHBIM AncbanaHcom, 6onbwmmM geduumTomMm Goc-
¢datos. CaMbIiM 60nbLWMM METABONMYECKUM HApYLUEHWEM NPH
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NpoBeAeHUM NapeHTePanbHOrO NUTaHMs, 6e3yc/IoBHO, ABNS-
eTcsa XonecTas.
MaKTopbl pMCKa Pa3BUTUS XONECTa3a y HOBOPOXAEHHbIX
npv NOAHOM NapeHTePanbHOM MUTAHUM:
I rectauMOHHbIW BO3pacT < 28 Hepdenb,
I 3KCTpeMasibHO HM3Kas Macca Npu POXAEHUM,
[ KeHcKkuit non,
M oueHka no wkane Anrap € 7 6annos,
H npofoMmKUTENbHOCTb NOIHOMO NApeHTEPaNbHOTO NUTAHMS
> 38,5 nHen,
I BO3pacT Hayana MHTparacTpanbHoOro NUTaHusa > 14 nHen,
NMOMHOr0 MHTParacTpanbHoOro NuTaHus > 40 oHen,
B kaTeTepum3aLms NYyNOYHOM BEHbI, MYNOYHOM apTePUN, LiEH-
TpanbHOM BEHbI,
M cencuc HOBOPOXAEHHOTO,
I 6poHxoneroyHas AMcnnasus,
B dyHKuMOHMpPYtoWuMiA ductus arteriosus,
I HeKpOTU3MPYIOLLMIM IHTEPOKONWT.

Mpu ocMompe pebeHka c xxenmyxoli u cbope
aHAaMHe3da umelom 3HaveHue cedyloujue pakmopbi:
8peMs nosBNeHuUs enmyxu, obujee cocmosHue
pebeHka, oKpacka KoXHo20 noKposd (munu4Has
)Keimas oKpacka unu ¢ 3es1eHoBambIM, KOPU4YHesbIM
O0MMeHKOM), pasMepbl neveHu U cesne3eHKu, ysem
MOYU U cmyna, Npu3HaKu 2eMoppazu4ecKo20
CuHopoma

Hanbonee 3HauMMbIMU haKTOpaMu pucka pasBUTUS Xone-
CTa3a Npu NOMHOM NapeHTePasbHOM MUTAHWUU SBASKOTCA recra-
LIMOHHBIM BO3pacT, Macca Npu pOXAEHUM, OLEHKa Mo LuKane
Anrap v oMTeNbHOCTL NOAHOMO NAapeHTEPaNbHOIO MUTAHUS.

Mpn ocmoTpe pebeHka C KenTyxol u cbope aHaMHe3sa
MMEIOT 3HaYeHue cneayolme GaKToOpbl: BpeMs MOsSBNEHUS
XenTyxu, obliee cocTtosHMe pebeHka, OKpacka KOXHOro
NoKPOBa (TUMWMYHAs >KenTas OKpacka Wau C 3e1eHOBATbIM,
KOPWYHEBBIM OTTEHKOM), Pa3Mepbl MEYEHU U CeneseHKM,
LiBET MOYM U CTyNa, MPU3HAKM reMOPParnMyeckoro CMHApoMa.

[naBHoOM uenbto nabopatopHoro obcneaoBaHns pebeHka
C KENTYXOMN ABNFeTcs oLeHKa QYHKLMOHANbHOM0 COCTOSAHMS
neyeHu.

C NoMOLLbI0 BUOXMMUYECKUX MOKa3aTeNen MOXHO oLe-
HWUTb DYHKLMIO NeyeHn (cuHTe3 Henka, obMeH GunnpybuHa,
YrNeBoAO0B, MMNUA0B, FTeMOCTa3a) U BbISIBUTb XMU3HEYTPOXato-
e COCTOsHMS (KoarynonaTuu, renaToumMTonuns, Xonecras).
MeTopnamu Bbibopa 06Cnef0BaHNS HOBOPOXKAEHHBIX C XKe-
TYXOM SBAAKOTCH YNbTPa3BYKOBOE MCCNeAOBaHWe, renatoc-
UMHTUIpadus, MarHUTHO-pe30HaHCHAs XonaHruorpadus
[13]. Tlpn npoBedeHWM yNbTPa3BYKOBOrO WCCAeA0BaHMS
HEeobX0AMMO UCKITHUYNTb HEOHATaNbHbIM renaTuT, BunnapHy
aTpesnio M KUCTbl xonepoxyca. lenatocumHtTurpadms y netem
C MPONIOHTUPOBAHHOW XENTYXO0M MNOMOraeT OLEHUTb IKCKpe-
LMI0 Xenyu, ocobeHHO nocie BBeLeHMS YpCoAe30KCMxone-
BOW kmcnoTbl. CyTb 06CNe0BaHMs 3aK4aeTcs B TOM, YTOObI
BbISIBUTb 3KCKPELMIO XeNun B ABEHAALATUNEPCTHYH KULLKY
unu ee otcytcteue [4]. YyBCTBUTENbHOCTD BUAMAPHOM CLUMH-
murpadum coctasnset 90,7 %, cneunduyHocts - 78,8% [12].
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Mpueodum evinucky N°1 u3z ucmopuu 6onesHu pebeHka b.

Mane4duk om nepeoli bepemeHHoCMU, npomekasweli ¢ yepo-
30U npepbiBaHus, Cpo4HbIX podos. Macca npu poxdeHuu 2 560,0 ¢,
0nuHa 48 cm. BeinucaH u3 poduneHo2o doma ¢ OUA2HO30M
«3a0epikKa 8HympuympobHo20 pazeumusi, 8HympuympobHas
eunompogus 2-0 cmeneru». [locie 8binucku U3 poodusibHO20
0oMa 0MMeYanacs Heamyxa, Komopas y4acmkossiM 8pa4om
pAcueHUsanace Kak «gusuonocudeckas wenmyxax. Ecmecm-
BEHHOE 8CKApMUBaHuUe npodomwanocs 0o 1,5 mec. Bnepsvie
buoxumudeckull aHanu3 Kposu bbis1 839M NO HACMOSIHUK Mame-
pu y pebeHka e 8o3pacme 4 mecsauyes 9 OHell 8 853U C COXPAHSI-
rouwelica rwenmyxol. [Mpu nocmynneHuu obpawanu Ha cebs
BHUMQAHUE HENMYWHOCMb KOXHbIX NOKPOBO8 (C 3€/1eH08aMbIM
0mmeHKoM), ukmepuyHocme ckaep. [lpu nanenayuu xusoma
HUMHUL Kpad neyeHu 8eicmynan 3a npedessi pebepHoli Oyeu Ha
2,5-3 cm. Obwas npubaska maccel ¢ MOMEHMa poxodeHus 3a 4
mecauya 20 oHeli cocmasuna 2 690,0 e, m. e. okono 540 e/mec.
Obwuli aHanu3z kposu 6e3 ocobeHHocmell, 8 OUOXUMUYECKOM
aHanu3e Kposu nosyyeHsl credyrujue OaHHvle: AnAm — 241
eo/n, AcAm - 297 ed/n, obwul bunupybuH — 141 mkmons/n,
npsamoli 6unupybuH - 107 mkmons/n (75,9% om obujezo bunu-
pybuHa), wenoyHas @ocpamasza - 1 235 ed/n (npu Hopme
64-450 ed/n), xonecmepuH - 8,3 mmons/n, [TTI - 330 ed/n,
mpuanuyepudsl - 3,8 mmons/n (npu Hopme 0,45-2,3 mmone/n).

Cmyn nonyogpopmaeHHsil, xenmoll. BuiseneHa memHas
oKpacka mo4u (puc. 2). B konpoepamme om 02.10.15: pH - 6.0,
HUPHbIE KUCIOMbI — (+++), C1U3b — (+4).

Y3U opaaHos bprowHol nonocmu om 30.09.15: nedeHs
yeenu4eHa, uHdekc 1 ceemeHma 35%. [apeHxuma nosbiweHHOU
3X02€HHOCMU, BO3MOXEH NepunopmansHelli pubpos. KendHsle
NPOMOKU He pacuupeHsl, MenYHbIl ny3sips 2UNonaa3upo8aH,
Gopma HenpasusnbHas, CMeHKU YMmOaWeHsl, caoucmele.
C80600HOU mudkocmu 8 bprowHol nofocmu Hem.

MaeHumHo-pesoHaHcHas xonaHeuozpagpus om 08.10.15:
8HYMPUNEYEHOYHbIE HENYHbIE NPOMOKU HE PACUWIUPEH®bI, HefY-
HbIl Ny3bips HE 8U3Yanu3Upyemcs.

Takum 06pa3oM, MOXHO BbIAENUTb Cieaytolmne B1oxXmuMu-
yeckue CMHAPOMbI B TeYeHUM BoNe3HU neyveHn y pebeHka:
B cuHgopoM xonectasa (ypoBeHb npsMoro 6unnpybuHa
75,9% oT ypoBHS 06Lero, NOBbLILEHO COAEPXAHUE LLenoy-
Hom docdatasbl, [TTI, xonectepmHa, TpUrNMLEPULOB);

B cuHopom renatoumTtonmsa (yposeHb AnAT 241 en/n).

PucyHok 2. TemHas okpacka Mouu y pebeHka b.,
Bo3pacT 4 Mecaua 29 gHei




[MoMUMO 3TOro, MMETCH NpU3HaKku Manbabcopbummn (pH
= 6,0; XXMPHbIE KMCNOTbl +++), 4TO CBS3aHO C CMHAPOMOM
xonecrasa.

PebeHoK 6bIn BbIMUCAH U3 KIMHWKK C NpeABapUTENbHbIM
nmarHo3om «bununapHas atpesunsa? CuHapom Anaxunna?s. [pu
obcnenoBaHnM B MeouKo-reHeTMYeCKOM LEHTpe MeTOLOM
NpsSMOro aBTOMaTMYECKOro CEKBEHMPOBAHUS NPOBEAEH NOJ-
Hbli aHanu3 reHa JAGL (cuHapom Anaxuns). MccnenoBaHbl
3K30Hbl 1-26-r0 reHa. B 3oHe 4 obHapyxeHa OLHOHYKNeo-
™aHas 3ameHa ¢.550C>T (p.Arg184Cys) B reTepo3nrotTHoM
COCTOSHMU. [JaHHOEe M3MeHeHWe onucaHo B MexayHapoa-
HoM 6ase MyTauui YenoBeka Kak matoreHHoe. [uarHos
«CuHApOM Anaxxunsa» ¢ BbICOKOW BEPOSTHOCTbIO MOATBEPXK-
AeH. Pekomenayertcs uccneposanne OHK poauteneit npo-
6aHpa.

PekomeHpOBaHO JsieyeHWe MOC/Ae BbIMUCKU: MPUEM
Ypcodanbka B fo3e 20-30 Mr/Kr/cyT, oMera-3 nofMHeHachl-
LLLEHHbIX KMPHBIX KUCNOT.

Kakue 6b111 aonyleHbl olWIMGKKU B BeAeHUM pebeHka no
MeCTy XXUTeNbCTBa:

I He oueHeHa 3aTsKHAs XKenTyxa;

I He YTOYHEHbI NPUYMHbI BHYTPUYTPOBHOM rMnoTpodmu, Ko-
TOpas Morna HbITb MPU3HAKOM BPOXAEHHOTO 3a601eBaHUS;
I He obpalleHO BHMMaHWE Ha HeAoCTaTOYHY MpubaBky
Macchl pebeHka nocne poxaeHus;

I He npoBefeHO CBOeBpeMeHHoe obcnenoBaHue pebeHka
LN YTOYHEHMS NPUUMHDI 3aTSKHOM XKENTYXM.

Bbinucka N22 u3 uctopumu 6onesHu pebeHka M.

Lesoyka poounace om yemgepmoli 6epeMeHHOCMU, 8Mo-
pbIX CpoyHbIX podos. Macca npu poxdeHuu 2 750,0 2, dnuHa
51 cm, oueHka no wkane Anzap 8/9. BeinucaHa u3 podusnbHozo
doma Ha 4-e cymku, sakyuHayus bLXX nposedera 8 poddome.
Cmyn, co cnos mamel, 6bin cnabookpaweHHsiM. Ha 10-e cymku
HU3ZHU 20CNUMANU3UPOBaHa 8 6onbHULY ¢ 0OUbHLIM KPOBO-
meyeHueMm U3 nynoyHol paHKu, 86INOSHEHA Nepess3Ka Nynoy-
Holl 8eHbl. B 3mom e nepuod ommeyanace menmyxa (06ujuli
ounupybuH 148,5 mkmons/n) ¢ npeobnadaHuem Henpsmol
Gpakyuu, Ho ¢ NOCMeneHHbIM HapacMaHuem nPIMo2o buaUpy-
OUHa. bbinu  UCKIOYeHbl 8HYMpUympobHble UH@eKyuu, no
0aHHbIM Y3M npu3Hako8 aHomMaauu pazsumus eenamobunuap-
H020 mMpakma 8bis8neHo He 6bi10. [lony4ana uH@y3uOHHYH
mepanuto, Ypcoganek. BoinucaHa yepes Heodesto C yayqdueHueM,
8 daneHeliwem Habnwdanace ambynamopHo, bunupybuH bein
He3HayumesnoHo nogbiweH (70-80 MKMOb/J), N0SBUMUCHL Npu-
3Haku 2cenamoyumonusa (AnAm 80-120 ed/n).

B 8o3pacme 2 mecsues 8 c8g3u ¢ COXpaHauelcs weamyxou
U NPU3HAKamu xonecmasa pebeHok 20cnumanu3uposaH 8 cmayu-
OHap ®edepansHo20 HAYYHO20 UEHMPA MPAHCNAAHMOoNo2UU U
UCKYCCMBEHHbIX 0peaHos uM. akademuka B.M. Llymakosa
(PHLITHO), 20e bbin nodmeepsdeH xonecmas (nosslueHue obuje-
20 bunupybuHa 0o 85 mkmone/n, npsimozo 00 45 MKMOAL/,
wenoyHoli pocgpamaszel do 1 221 ed/n, [TTIT - 0o 1 140 ed/n).
O6HapymeHo nossiweHue AnAm do 120 ed/n. Bo spems ocmompa
8blsB/IeHa 2enamomeanus (+3—-4 cm), Ho NpU3HAKo8 NoPManLHoU
eunepmeH3uu He HatideHo. B 4-mecsiyHoM g8o3pacme pebeHka
nNposedeHo MONEKY/ISPHO-2EHEMUYECKoe UCCAE008aHUE: 8 2eHe
al-anmumpuncuHa ebiseneHa yacmas mymauus E342K

XODUTON
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(Z-annens) 8 20M0O3U20MHOM COCMOSIHUU, OUAZHOCMUPOBAH dedu-
yum al-aHmumpuncuHa. PekomeHO08aHO HabmodeHue 8 OUHa-
MUKe, NOUCK NOMeHUUAbHbIX poOCmBeHHbIX 00HOPO8. B npouec-
ce ambynamopHo20 Hab/IIOOEHUS COXPAHANACk eamyxa C 80JIHO-
06pasHbIM meyeHueM, npu nposedeHuu Y3M ebisisfieHsl NPU3HaKU
yuppo3sa neyeru. llposedeHue mpaHcnaaHMauuu nevyeHu 6bi1o
OMJIOKEHO U3-3a 4aCMbIX UHMEPKyppeHmMHbiX 3ab0ne8aHuli
peberka. Habnwodancs ambynamopHo. B sospacme 1,5 200a nos-
sunace nuxopadka 0o 38,5 T, ymo 6bl0 C8I30HO y4aCMKOBLIM
8PAYOM C NPOPE3LIBAHUEM HECKObKUX 3y608, bbl1 HA3HAYEH
LlecpekoH. Ha cnedyrowuli deHb pebeHok cman 6onee 8s/biM,
KanpuzHsIM, CHU3UACS annemum. Ympom nosguncs YepHsili cmysi,
pBOMebl He 6bl/10, 20CNUMAnU3Upo8aHa e Lemckyr 20podcKyto
KIUHUYecKyto 6oneHuLy um. 3.A. bawnsesod.

CocmosiHue npu nocmynieHuu o4eHb msxesnoe. B co3Ha-
HUU, 04€eHb 85171051, KOX(HbIE NOKPOBbI UKMepUYHsble, Ha nepedHel
OprowWHOU CMeHKe 8blpaxeHHbIl 8eHO3HbIU pucyHoK. Causucmele
yucmele, ukmepuyreie. Temnepamypa 36,7 °C. [bixaHue cnoH-
MaHHoe, yMepeHHas 00bIWKA CMEWAaHH020 Xapakmepa.
LbixaHue npogooumcs 80 8ce 0mMOAEsbl, HECMKOE, XpUNO8 HEmM.
CepoeyHble MOHbI NpuesyweHsl, pumm npasuibHeil. XXusom
pe3ko yeenuyeH 8 obveme, MsieKull, 6e3601e3HeHHbIl.
lepucmansmuxa ocnabneHa. leyeHs +4 cm, cenezeHka +2 cm.

KLWC: pH7317, BE (-)14,4 mmons/n, Ht27,7%, enoko3a
4.8 mmone/n, nakmam 2,8 mmons/n, K-50 mmons/n, Na-132
MMOJIb/.

Obuwud aHanuz kposu: 2emo2nobuH — 792/n, spump. — 2,81,
mpomb. - 106, neiik. - 98,4, n/a - 4%, ¢/a - 86%, nume. - 5%,
MOH. = 5%, CO3 - 6 MM/4.

O6wut aHanuz mo4u: nnomHocms — 1,025, nelik. — cnaouls
nokpeigarom ece nons 3peHus, benok — 0,7 2/11, 6osbLIOe KOMU-
yecmso bakmepull.

buoxumuyeckud aHanus kposu: ansb. — 20 /71, weno4Has
¢ocpamasa - 742 ed/n, AnAm - 171 ed/n, AcAm - 7780 ed/n,
obwud unupybuH — 327 MKMOAL/N, npamMol bunupybuH - 265
MKMOJIL/, 06wuli 6enok — 50,3 e/n, kpeamuHuH — 293 MKMOIb/JI.

Koaeynoepamma: npompombuH - 33,3, ¢ubpuHoeeH -
1,02 e/n, AYTB - 83,5, mpombuHosoe gpems - 255 ¢, aHmu-
mpombuH 111 - 25,4%.

Y3U opeaHos bprowHoU nonocmu: 2enamocnieHomMe2anus,
BbLIPAXEHHAS NOPMAbHAS 2UnepmeH3us.

Xogumon He monbko «8occmaHasausaemy»
KJ1emKu ne4yeHu, HO U obnadaem >kesi4e20HHbIM
delicmsueM, MA2KUM MOYe20HHbIM 3ddpekmonm,
cnocobcmasyem CHUXKeHUIO YPOBHSA MOYeBUHbI
8 cbisopomke Kposu. [lpenapam Hopmanusyem
8bipabomky ¢pepMeHMOB neyeHoYHbIMU
knemkamu, 6n1azodaps 4eMy HopManusyemcs
obMeH xonecmepuHa u >xuposoli obmeH

PebeHKy npoBefeHO nepenvMBaHME CBEXE3aMOPOXEH-
HOM Nna3Mbl, 3pUTPOLMTAPHOM MaCChl, HA3HAYeHbl AOMNAMMH,
aHTMbakTepuanbHas Tepanus. CoctosHue pebeHka 4epes
HECKONIbKO 4aCOoB pe3Ko YXyALMOCh, NosBMAuCh bpaaua-
PUTMUS, YePHBIN CTyN, MOATEKAHME KPOBWM U3 pTa. [epeBeneHa
Ha WMCKYCCTBEHHYH BeHTUnsumio nerkux. Cnycrs 15 MuHyT

64 | MEAULIMHCKUIA COBET + N2O7, 2016

pa3BMNacb acMCTONMUS, BOCCTAHOBWUTb CEPLEYHYIO AesTenb-
HOCTb He y4anocCh.

B naHHOM Cnyyae MMeno MecTo TsKenoe TeyeHue reHe-
TMYECKM [eTepMMHMpOBAHHOro 3aboneBaHus (aeduumta
al-aHTUTPUNCKMHA) C Pa3BUTUEM XPOHWYECKOM Ne4YeHOYHOWM
HeLoCTaTOYHOCTU, KPOBOTEYEHMEM M3 BAPMKO3HO pacliu-
PEHHbIX BEH MWLLEBOAA, MOYEYHOW HEAOCTAaTOYHOCTHIO (B
reHese KOTOpOW BefyLLyt POfib CbIrpano CHUXeHMe obbema
LUMPKYIUPYIOLLEN KPOBM).

OpHako cnepyer 06paTuTb BHMMaHME Ha [ONYLLEHHble
OWWKOKKM B paHHel auarHoctuke aeduumuta al-aHTMTpUNCHHa:

C poxaeHus y pebeHka oTMeyvancs cnabookpalleHHbIN
CTY/1, YTO YKa3blBaNO Ha BEPOSTHOCTb XONECTasa, HO CUMNTOM
He Obl1 OTMEYEH B UCTOPUM Pa3BUTUS PebeHKa;

¢ 10-gHeBHOro Bo3pacTa Nocse BbIMUCKU U3 POAUIBHOTO
[loMa BbIsSIBNIeHa npsMas runepbunupybuHeMmus u CMHAPOM
renatouMTonn3a (ypoBeHb ANAT Obin Bbille BEPXHEW MPaHu-
upbl HOpMbl 6onee yem B 1,5 pasa), uto Tpebosano obcneno-
BaHMA pebeHKa W YTOYHEHMS MPUYUH U3MEHEHMIA B BUOXM-
MWUYECKOM aHanun3e KPoBU; OLHAKO OKOHYATeNbHbIN AMarHo3
6bln NocTaBneH Tonbko B Bo3pacte 4 mecaues B ®HLTMO
um. B./. LLymakosga.

LeduumT al-aHTUTPUNCHHA OTHOCKUTCS K rpynne BPOX-
[leHHbIX 33a00n1eBaHWiA C ayTOCOMHO-PELLECCMBHBIM TUMOM
HacnenoBaHus. MpoTenH al-aHTUTPUNCUH UHIMBMPYET Npo-
Teasbl, B CJly4yae ero HemoSHOLEHHOrO CMHTe3a HakanaunBea-
t0TCS aHOManbHble Monekynbl OenKkoB B 3HAOMNA3IMaTUYe-
CKOM peTukynymMe B MnevyeHW. HakonneHue aHOMasbHbIX
MOJSIEKYNl BELET K MOBPEXAEHMIO renaToLMTOB U PA3BUTUIO
remopparnyeckon 6onesHun [15] u xonecrasa y HOBOPOX-
[LeHHbIX U OeTelt NepBbixX ABYX NET XM3HM, PAa3BUTUIO XPOHU-
yeckol 6one3HU NevyeHn U NevyeHoYHOoW HeAOCTaTOYHOCTU Y
LleTeii 6bonee cTapluero Bo3pacta M B3pocnbix [14, 15].

Mpodunaktuka nporpeccupoBaHusi 6onesHelr MNe4YeHM.
CornacHo COBpeMEHHbIM peKOMeHAALMAM, Tepanus AeTew C
X0NeCcTa3oM A0/MKHA COOTBETCTBOBATb CNEAYIOLMM NPUHLM-
nam [9]:

KaNOpUWHOCTb MUTAHWA OOMKHA OblTb YyBEAMYEHA Mo
CPaBHEHMIO C BO3paCTHOM HopMon a0 125%;

B TEpPanuio AOMKHbI ObITb BK/IKOYEHbI XMPOPACTBOPUMbIE
BuTaMuHbl (A, D, E, K);

npu OTCYTCTBMM NPOTMBONOKA3aHMIA HEOOXOAMMO Ha3Ha-
YyeHue ypCcoae30KCUXONeBOW KMCNOTbl B CyTOYHOM ao3e 20-
30 Mr/Kkr/cyT 0O MMKBMAALMUN XONecTas3a B TeYeHUe AAnTeNb-
HOro BpEMEHMW.

XenueroHHble cpefcTBa 3aHMMAKT OAHO W3 BedyLMX
MecT B npodunakTmke nporpeccupytolieit 601e3HM neyeHu.
Y peTert paHHero BO3pacTa BbIOOP XENYeroHHbIX CPencTs
OrpaHMYeH, YTO CBA3aHO C PAa3BUTUEM BO3MOXHbIX OCIIOXKHE-
HUIA 1 OPMOMI BbIMYCKA, HE AOMYCKatOWeEN MCNONb30BaHMUS
MeoMKaMeHTa B TeYeHMe NepBbIX Tpex NeT Xu3Hu. OfHako
npenapaTt pacTUTeNbHOrO NPOUCXOXAEHUS XObUTON BO3-
MOXHO Ha3Ha4aTb AETAM C POXAEHMS.

XodnTON OTHOCUTCS K TPYMne >KenYyeroHHbIX M renarto-
NPOTEKTUBHbIX CPEACTB, B €r0 COCTaB BXOAMT OHO AeWCTBY-
lollee BeLllecTBO — 3KCTPaKT /IMCTbEB apTULLIOKA MOMAEBOTO.
ApPTULIOKM M34aBHA WMCNONb30BaNWUCh ANS AETOKCMKALMK U



OYMCTKM MeyeHu. [1IBa aHTMOKCMAAHTA B COCTAaBe apTuLLO-
KOB — UMHApPUH U CUIMMApUH yNy4yllatoT obliee CocTosiHue
3[0POBbS MEYEHU 33 CYET YMEHbLUEHWS TOKCMHOB W obner-
UEHUS UX BbIBEAEHMS U3 MEYEHN M OpraHmn3Ma. MccnenoBaHus
noKasanu, YTo 3TM aHTMOKCMAAHTbI YNy4YLIAOT pereHepaLuio
M BOCCTAHOBNEHME MOBPEXAEHHbIX KNETOK neveHun. XoduTon
He TO/IbKO «BOCCTAHAB/IMBAET» K/IETKM MeYeHu, Ho U obnana-
€T KeNYEeroHHbIM AeMCTBUEM, MATKMM MOYErOHHbIM 3dhdek-
TOM, CMOCOBCTBYET CHMKEHMIO YPOBHSI MOYEBMHbI B CbIBOPOT-
ke kpoBW. [penapaT HopManusyeT BblpaboTky hepMeHTOB
MeYeHOYHbIMU KNETKaMK, bnarogapst YeMy HOpManmM3yeTcs
obMeH xonectepuHa 1 xmMpoBol obMeH. B komnnekce ¢ apy-
TMMKU NIeKapCTBEHHbIMWM CpPeACTBAMM BbI3bIBAET YyaaneHue

TOKCMHOB W3 OpraHM3Ma, TsXKeNblX METansioB U HUTPATOB.

JKenuez2oHHbie cpedcmsa 3aHUMAOM 00HO U3
sedywjux Mecm 8 npodunakmuke npozpeccupyiowjeti
6one3HU neyeHu. ¥ demeli paHHe20 so3pacma
8bI6Op Kesye20HHbIX cpedcms 02paHuyeH, Ymo
CBA3AHO C pazsumueM BO3MOXHbIX OCIOKHeHUU U
¢opmoli sbinycka, He donyckaioujeli UCNONb308aHUA
MeduKkameHMa 8 meveHue nepebiX Mpex iem XKUsHU

XohunTOoN CONEPXKMUT B CBOEM COCTaBE MUKPO3/IEMEHTbI, BUTA-
mMuHbl (C, B1, B2, kapoTuH), 6Monormyeckn akTMBHble Belle-
CTBa B BbICOKOM KOHLIEHTPALMK, YTO CNOCOOCTBYET HOpManu-
3auMM 0BMeHHbIX NpOoLLecCcoB B opraHu3Me. [laxe ans HoBo-
POXIEHHbIX aeTelt XopUTon coBepllieHHo 6e3BpeneH. Mpu
NpaBWIbHOM [03MPOBAHMM MpenapaTt He Bbi3blBaeT NoHoY-
HbIX peakLuii, Ha3HaYaeTCs 4eTSM NepBoro roga B pactsope
B Kannax. Xentyxa HOBOPOXAEHHbIX 3HAYMTENIbHO YMEHbLLA-
€TCS AN COBCEM MCYE3aeT yKe yepes 2-3 AHA neYeHuns. 310

NMPOUCXOAMT 33 CYET CNOCOBHOCTM apTULLIOKA aKTMBMPOBATb
paboTy GepMeHTOB NeyveHn 1 yny4luaTb OTTOK xenun. [ocne
MCYE3HOBEHMS CUMMMATOMOB PEKOMEHAYETCS MNPOAOMIXMTb
npuem npenapata euwe B TeyeHue 14 pgHelr. MNpodeccop
I. Aublk C COaBT. Ucnonb3osana XodbuToN B N€YEHUN HEOHa-
TaNbHbIX XenTyx [24]. MiccnenoBaHme NpoBOAMNOCh Y AETEN C
KOHBIOTaUMOHHbBIMM XenTyxamu. leTn ocHoBHOM rpynnbl (18
yenosek) nonyyanu Xoputon. K 12—14-my nH0 OT Havana
NeYyeHns OTMeYanocCb paspelleHue XenTyxu, eunupybuH
cHu3nncs no 140 mkmonb/n. ABTopamm 6binm Co34aHbl peko-
MeHAaLUMmM No ONTUMU3aLMKM LO3MPOBOK Y MNAAEHLEB: AETAM
c Maccoit meHee 2 000 r XodwuTon HasHavancs u3 pacuyerta
1 kanng Tpu pasa B AeHb B TeyeHue 5-7 oHen, npu Macce
2 000—2 500 r - 2 kannu Tpu pasa B AeHb. [leTam ¢ Maccon
6onee 2 500 r Xoduton HaszHayancs B fo3e 3 Kanau Tpu
pa3a B AeHb 33 20 MUHYT 00 efbl. ABTOpbl HE OTMETUIM
nobouHble aBneHns npu npueme Xoburtona [24].

TakuM 06pa3oM, aHanM3Mpys NPUUKHbI KENTYX Y LeTei
paHHero BO3pacTa, B MepBYK oyepenb HeobxoomMmo obpa-
TUTb BHUMAHME Ha 3aTMHKHYK >KENTYXy, COXPaHSHOLLyHCA
bonee 14 gHel nocne poxaeHUs. AHAMHECTUYECKME AaHHble,
0COBEHHOCTM BCKapMAMBaHMS, MpubaBka Macchbl U NCMXOMO-
TOpPHOE pa3BWUTUE, DUOXMMUYECKMI aHann3 KPOBU, 0CODEH-
HOCTM OKPACKM KOXHOro NOKPOBa, CTYNa, MOYM, HAM4Me Unn
OTCYTCTBME renaToMeranuu, npoBeAeHWe 3NeMeHTapHbIX
MHCTPYMEHTabHbIX MCCNefoBaHWIM, KOHCYNbTaLUMS reHeTuKa
MO3BONSIOT MOATBEPANUTD MM UCKIIOUYUTb XKENTYXY «3L0POBO-
ro HOBOPOXOEHHOTO», aHOMANMKU PA3BUTUS KENYEBbIBOAS-
Wnx nyTen, MHOEKLMOHHO-BOCMANUTENbHble 3aboneBaHuMs
neyvyeHu, reHeTUYeCKn AeTePMUHUPOBAHHbIE U MpUOBpeTeH-
Hble HapylweHuns MeTabonusma. HasHayeHwe npenapaTta
XodunTON NPUBOAUT K paspeLleHuto xentyxu K 12-14-my aHio
neyveHus.
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