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u Oemeii parHezo 603pacma OMHOCUMCS K NAMON02UHECKUM COCTNOSHUSIM,
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6 nepeyto ouepedv. IIpu 06cnedosanuu demeti ¢ X0neCmasom 00NN HbL
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Koncepsamusnas mepanus xonecma3sa y 0AHHOL Kamezopuu NayueHmos
8KII0UAeM KOPPEKUUI0 NUMaHust, 0epuyuma 1Hupopacmeopumolx
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parkoe, HO O4YeHb eMKOe OII-
erneneﬂme xosecrasa 6bIIO

TaHO BCEMIUPHO M3BECTHBIM
AHIJIO-MPTAH/ICKUM TEeMaToN0TOM
lerinoit lepnok (1918-2001) — we-
IPeB30JIJeHHBIM JCCIef0BaTeNIeM
B 06/1acTy 3a00/1€BAHNIT [TIEYEHIL.
ITox x0ecTa3oM IOHMMAIOT YMEHb-
IIeHNe TTOCTYIUICHNs JKeTII B fiBe-
HaLATUIIEPCTHYI0 KNUIIKY BCIIEf-
CTBHMeE IATOJIOTMYECKOro Ipoliecca
Ha KaKOM-100 yJacTKe — OT rela-
touuTa io ¢pareposa cocouka [1].
C xormecTasoM CBA3aHBI iBa Tep-
MUHA: XOJleCTaTuIecKas rumnepou-

MUpyOMHeMHUA ¥ XOlecTaTudec-
Kasd >KelnTyxa. V. Moyer u coasT.
B 2004 r. mpemmoxxuau Hambonee
yHAdHBIE, HA HAII B3I/, KPUTEPUU
XOJIeCTaTMYeCKOI TUIepOmmmpyon-
Hemun [2]. XomectaTndeckas rumep-
OMMMpyOVHEeMIsT XapaKTepU3yeTCs
[O/IbeMOM YPOBHs IPSAMOTO (KOHB-
IOTVPOBAHHOrO) Ounupy6buHa 6omee
17,1 MKMOJIB/JI IpY YPOBHE 0011[ero
6unupy6buHa Huxe 85,5 MKMOJIB/
VT TIO'bEMOM TIPSIMOTO OMINpyOu-
Ha 6oree 20% ypoBHs 06111ero, ecn
yPpOBeHb 00111ero OMIpy6OHa BbILIe
85,5 MKMO/b/1 [2].

He umes npencraBieHus o MeTabo-
nu3Me OUMMpy6MHA, MOHATH IIPU-
YMHBI XOJIECTa3a HEBO3MOXKHO. Me-

Tabonusm OuIMpyOrHA BKIIOYAET

JeThIpe ITaIa:

/ 0bpasoBaHMe HEIpsAMOro OWmpy-
OMHa B KJIETKAX PETUKY/IO9H/OTENN-
aJIbHOV CCTEMBI U3 SPUTPOLITOB;

/ TPAHCIIOPT HempsIMOro Ommmpy-
6MHa B COCYAMCTOM pyCiIe C IO-
MOIIbIO anbOyMMHA U JOCTaBKa
HempsIMOro 6mmmpybuHa K rema-
TOLINTAM;

v/ KOH'BIOTALVST HEIIPSIMOTO Grynpyom-
Ha B TeNATOLWUTAX U ero TpaHcdop-
ManysA B IpsAMOJ (KOHBIOTMPOBAH-
HbIIT) GUIMPYOUH WV IIeYeHOTHbIIT
K/IMpeHC OnympyOnHa;

/ TOCTyIUIeHMe (3KCKpeLyisa) IpsMo-
ro (KOHBIOTVPOBAHHOTO) OMMpY-
OVIHa B IBEHA/ILIATUIIEPCTHYIO KMII-
KY ¥ €70 9/IVIMUHALVISE CO CTY/IOM.

V3 geTnIpex 3TAIIOB HanboIee CIIOXK-

HBIM CUMTAETCS TPETUIl, TAK Ha3bI-

BaeMblii [IeYeHOYHBI KIMpeHc Ou-

nupy6uHa. IledeHOYHBIN KIMpeHC

OunMpyOrHa HOCTUTAETCSA 3a CYET

3aXBaTa M HAKOIUIEHMUsI HEIPSIMOTO

O6unupy6uHa remaTonuTaMm, KOHb-

IoTaluy HeIpsAMOro cBOOOZHOTO

O6nnupybuna go 6unupybmuna rmwo-

KypoHupga (KOHBIOTMPOBAHHOTO

IIPAMOrO CBA3aHHOTO OMIMpy6MHa),

9KCKpPeL KOHBIOTMPOBAHHOIO 61-
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JMpPyOMHA B XKeTIb ¥ YACTUYHO B CI-
HYCOU/JA/IBHYIO KPOBb, Ilepe3axBara
KOHBIOTMPOBAHHOTO OMIMpPYONHa Te-
HAaTOLMTAMU U3 CUHYCOMMATbHOI
kpoBu [3]. IledeHOYHBINI KIMPEHC
O6umpybuna (puc. 1) obecreunBaeT
OIPOMHOE KOMNYeCTBO (epMEHTOB
(60mee 350). VIx TouHOE YMCTIO He YC-
TAHOBJICHO, HO K&XX/IbII1 113 HUX BBI-
HOJIHSIET OUeHb BOXKHYIO 11 (haKTIUIeC-
K1 He3aMeHMMYIo (pyHKuuio [3].
Bpoxx/ieHHBIe HapylleHus MeTabo-
nM3Ma Oumupy61Ha 1e)XaT B OCHOBe
psina 3abomeBaHNIT, TAKUX KaK CHH-
npom Kpurnepa — Haitsipa, 60ome3nn
Kunpbepa, cuppoms Jlrocu -
Ipuckonna, Potopa. C TpaHsurop-
HBIM HapylIeHMeM KOHDBIOTalyu
OumupyOuHa CBsI3aHBI JKEITyXa 370~
POBBIX HOBOPOXKAEHHBIX — (PM31OIO-
TMYeCKast ¥ eCTeCTBEHHOIO BCKApM-
nvBaHuA (puc. 2).

HecMoTpsa Ha TO 4TO HeENpAMOIL

(HEKOHBIOTMPOBAHHBIN) U HPSAMOIL

(KOHBIOTMPOBAHHBIN) OMIMPYOUH —

dbpakunm OFHOTO BellecTBa 1 BXO-

IAT B cocTaB ob1ero 6unnpy6uHa,

MEXJYy HIMU UMEIOTCSA KapAMHAIb-

Hble pasmmunst (tabn. 1). OuenuBast

cocrosiHne pebeHKa C >KeITyXOI,

Bpad-IefnaTp JO/DKeH MOHMMATH,

YTO TeMHas MOYa U TMIIOXOTMYHBII

(unm pe>xe aXONMYHBIN) CTYNI CBU-

IeTeIbCTBYIOT O BBICOKOM YPOBHE

IPSIMOTO, BOJOPACTBOPUMOTO, KOH'B-

IOTMPOBAHHOTrO OMINpPyOuHa, KOTO-

PBLII IpU COXPAaHHOM OMINPYOUHO-

BOM OOMeHe He JIO/DKeH IIPEBBIIIaTh

10% ypoBHs 061ero 6mmpyomHa.

KpriteprieM 3aTsDKHON XKeTTYXU sIBIIS-

eTCsl ee COXPaHHOCTb MOcie 14-ro THA

xusHn. CoBpeMeHHbIe peKOMeH[a-

LU [0 BEJIeHUI0 HOBOPOXKEHHDBIX

TpeOYIT 00513aTe/IbHOrO IOBTOPHOTO

olIpefieNieHysl YPOBHA 001ero 61m-

pyO6uHa 1 ero ¢ppaxumii ¢ UHTepBaIOM

10-14 nHeit BO BceX CIyyasx 3aTsK-

Hol1 >xentyxu. CobmofieH1e 3TOro

IpaBIIa IO3BOMIUT U30€XaThb I103]-

HelT IIOCTAaHOBKY JiYlarHo3a u obecrie-

YUTD afleKBAaTHYIO TEPAINIo.

YacroTa npsAMoi (KOHBIOIMPOBAH-

HOIT) TUIepOMINpyONHEMUN — OXUH

cnyvait Ha 2500 XMBOPOXKIEHHBIX.

Cpepyt Ipu4nH IPsIMOI TuIep6ym-

PyOMHEMUM BBITETAIOT:

1) BpoX/ieHHbIe HAapyLIEHNs CeKpe-
LU NIPSIMOTO (KOHBIOTMPOBAH-
HOT0) OMMMpyb6uHa B >KETIHBIE
KaIWUIAPbl WM Ilepe3axBara

leauarpus

Alb < »UCB-

Alb:UCB

/ \\FenaTouMT

BasonarepanbHas
(cunycoupanbHast)
[OBEPXHOCTD
remaToiuTa

Jlekuim ana spa

AnyikanbHad (KaHa/IMKY/LAPHAA)

TIOBEPXHOCTD I'€raTonMTa

oGSt
OATP1B1/3, (MranAui)
Inddysna 2 — UCB

/

OATP1B1/3

Puc. 1. Cxema neuenounozo knupenca ounupyouna (Alb - anv6ymun, UCB -
HeKOHBI02UPOBanHbLll Gunupy6un, BCRP - mymoppe3ucmenmuuiii npomeun,

BMG - 6unupy6un monoenoxyponud, BDG - 6unupy6un ouenioxypoHuo,

GST - enymamuon-S-mpancdepaza, MRP - npomeun, accoyuuposanHuii

¢ nexapcmeenHoil mynvmupesucmenmuocmoro, OATP — mpancnopmuoiii npomeun
opeanuueckux anuonos, UGT - ypuounoudocam-znioxyponunmpancdepasa)

Alb < »UCB-

Alb:UCB

f \\I‘enaTouMT

BasonarepanbHas
(cunyconpanbHas)
[OBEPXHOCTD
remnaTonnuTa

Hapymenne saxgara

M HaKOIIeHus1 6unupy6uHa

/

ArnkasbHast (KaHaMKy/LIpHast)

TIOBEPXHOCTD I'€IaToLmTa

Y
. GST
OATP1B1/3, (TTAHMIH)
Tuddysus 2 —> UCB
. &) Llepe- ;
~] HOCcuuk ?
GST:UCB

O®UGT1A1

MRT3

/

BMG

\ECB/V EDG

Cunppom
IabuHa — JI>KOHCOHA

Bornesub YKunpbepa
Cunppom
Kpurnepa - Haiiapa
Cuappom JIrocu - [Ipuckomnia
JKenryxa ecrecrBenHoro

)¢ OATP1B1/3

BCKapMJIVIBaHNA

Puc. 2. Cxema 8posoentvix HapyueHUli neueHOUHO20 Kauperca Gunupybuna
(cundpom Pomopa - napywenue nepesaxeéama OunupyouHa u3 cuHycoudanvHoil
Kposu u 603épam ez0 6 zenamouyum; cunopomot XKunvbepa, Kpuenepa - Haiispa,
TTocu - JIpuckonna, jenmyxa ecectnseHHo20 6CKAPMAUBAHUS — HAPYULeHUe
KoHwrozayuy 6unupyouna; cunopom Jabuna — [Iconcona — HapyuieHue cekpeyuu
KOHBI02UPOBAHHO20 OUNUPYOUHA 6 HceTuHble KANUATAPDL)
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Tabnuua 1. Ceoiicmea HenpamMOzo u npamozo bunupyouna

Henpsamoit IIpsamoit
(HEKOH'BIOTVIPOBAHHBII) (KOHBIOTIPOBaHHBIIN)
6MmpyouH O6MmpyOouH
JInmobuibHb TuapoduipHbIT
(>KMpOpacTBOPYUMBIIT) (BomopacTBOpMMBIit)

He crioco6eH K peHanbHoit
U OM/IMapHOI CeKpernn

Toxcnuen mis [THC

28

Crioco6eH K peHaIbHOI
7 OU/IMAPHOI CeKpeLu

He toxcnuen mis ITHC

KOHBIOTMPOBAHHOTO OMInpy6u-
Ha TeHmaTOLMTaMU U3 CUHYCOM-
TAJIbHON KpOBU;
2) pasBUTHe XO/IeCTasa.
C HapylIeHMeM CeKpenuy u Ie-
pesaxBara IpsaMoro 6unupybuHa
CBsI3aHbI /1Ba 3a00/IeBaHNUA — CUH[-
pom [labuna - [I>xoncona (Dubin —
Johnson) u cunppom Potopa (Rotor).
PasBurie xomecrasa (xomecraTniec-
KOJI XKe/ITyX!U) Urpaet 6osee cyiec-
TBEHHYIO POJIb.

Mpamas (HexonecraTuyeckas)
runepb6unupy6uHemus,
06ycnoBneHHasA BPOXKAEHHbIM
HapylLeHueMm ceKpeLun

1 nepesaxsara 6unupy6uxa

Cunppom [labuna - J[>KOHCOHA
BIIEpBbIe OmMCaH B 1954 1. y B3poc-
npix I.N. Dubin u EB. Johnson [4],
a take H. Sprinz u R.S. Nelson [5].
XapaKTepHBIMU IIpU3HAKAMU 3a-
60eBaHNMs SIBISAIOTCS [IOCTOSTHHAS
He3HauMTe/lbHas XeNTyxa, o6yc-
JIOBJIEHHAasl TUIIepOUINpyOrHeMu-
eil ¢ BBIpaXEHHBIM IpeobnajanneM
npsiMoro Ounaupy6bmHa, «depHas»
IevYeHb NPV IHTOCKOMNIECKOM JIC-
CNIelOBAHMN ¥ OTCYTCTBME MHBIX
CMMIITOMOB, YKasbIBaIOIIMX Ha re-
nmarobunnapHoe 3aboneBanue. Bro-
CIefCTBUY OBIIO YCTAHOBJIEHO, YTO
cuuapom [labrHa — J[>KOHCOHA Hac/Ie-
JLyeTCs TI0 @y TOCOMHO-PEIieCCUBHOMY
TUILY U ABJIAETCS PE3y/IbTATOM TOMO-
3UTOTHBIX WIV T€TEPO3UTOTHBIX MY-
Talluil T€Ha, KOJUPYIOIIEro CUHTE3
ABCC2/MRP2-TpaHcrIopTHOro IIpo-
TeuHa. Y ITAIVeHTOB C CUHAPOMOM
JabuHa — J[>)KOHCOHA M/ TTIOJTHOCTHIO
OTCYTCTBYeT, WM BBIPQKEHHO CHIU-
KeH yposeHb ABCC2/MRP2-TpaHc-
HOPTHOTO IIPOTENHA, 06ecIiednBao-
I[ETO CEeKPEINI0 KOHBIOTMPOBAHHOTO
OmnmnpyOuHa B >KeTIHbIe KalVIspbI
U CUHYCOUJANBHYIO KPOBD [6, 7].

Cunzpom JJabuna — J[>KOHCOHa B OC-
HOBHOM BBISIB/ISIETCSI B IOHOIIECKOM

BO3pacTe, y HeTeil ¢ KOHDBIOTUPO-
BaHHOJ TUIepOunnpy6bmuHeMmen
U OTCYTCTBMEM JIPYIMX HapYIIEHWIT
¢byukunmit nevenu. Vspegka MoxeT
OTMedYaTbCsl MaHUGpeCcTaums CUH-
ApoMa B HEOHATAJbHOM IEPUO/E.
Y HOBOpOXXIEHHBIX TedeHNe CUH-
mpoMma [labuna — [I)KOHCOHA MOXeT
OC/IOXXHNUTBCS PasBUTMEM XOJIeCTa-
3a ¥ remaroMeranuei. B aTom cy-
Jae ypoBeHb OMIMpyOmHa cOCTas-
naet > 340 MKMoOnb/n. Buicokmii
ypoBeHb O6unupybuHa y O6ONTbHBIX
¢ cuappomoM JJabuua — JI>KOHCOHA
B HEOHATA/IbHOM IIEPUOJIE MOXXET
OBITb CBSI3aH C AByMA (axkTopamu —
(b13MONIOrNYeCcKOl He3PeTOCThIO Me-
tabonuama 6unupy6mHa 1 gedekTom
MRP2-TpaHCIOPTHOTO NpPOTENHA.
ITo mepe cospeBaHuA QyHKIMIL IIe-
YeHI CYMIITOMBI XKeITYXI MCUe3ai0T
u B 6ojee cTapiieM BO3pacTe Hpo-
ABJIAIOTCS TONBKO MHTEPMUTTUPYIO-
1eil runepoumpy6nHeMueit.

KoubprornposanHuas runepounmpy-
OuHeMMsI HMKOT[ja He ObIBaeT BbI-
Pa>XEHHOI BC/EICTBME PEHANIbHON
9KCKpeLNH TIIIOKYPOHUIOB OUIUpy-
6uHa (mpsimoro 6unupy6buna). Kax
yXKe 0TMedasnoch, IpsAMOil 6ummpy-
OMH OTHOCUTCA K BOJOPACTBOPMU-
MBIM BellleCTBaM U JIETKO BBIBOIUTCS
¢ moyort. Cungpom Jabuna — JI>xoH-
COHa IIpoTeKaeT 6e3 KaKuX-1160 BbI-
P@KEHHBIX KIMHUYECKUX CUMIITO-
MOB, y psifia HAlMeHTOB BO3MOXKHBI
abgoMuHanbHble 60m. OTCYTCTBYeT
puck passutus Gpubposa 1 nupposa.
Cunppom [labuna — J[>koHCOHA OT-
HOCUTCA K 3a00/IeBaHMAM C O1aro-
IPYUATHBIM IIPOTHO30M U He TpebyeT
nedeHus1. TeM He MeHee IOCTAHOBKA
IVarHo3a Heo6XoquMa, 4TOObI MC-
KJIIOYUTh [Pyrue BapMaHTHI rema-
TOOMNMMAPHON AMCYHKIUM, TIPU-
BOZALIEN K HOBPEXICHNIO MeYeHN.
B pomonHeHue K 6MOXMMUYECKOMY
aHanMM3y KpoBU (KOHBIOIMPOBAH-
Hasi TUnepounupybuHeMnst B co-
YeTaHNV C HOPMAaJbHBIM YPOBHEM
OpYyTMX IIOKaszaTesell) peKoMeH-
IyeTCs MCCefoOBaHME MOYM [
ompepeneHnsi KOIpornopdupuHa.
YpoBenp obmero xompomnopdu-
pVMHA B MOYe OCTaeTCs B IIpefenax
HOPMBI, HO MI3MEHAETCsI COOTHOLIE-
HIe ero ppakiuit: y 80% 60abHBIX
¢ cuappomoM JJabuua — JI>KOHCOHA
onpepenAerca Konponopdupux I,
y 70% 300pOBBIX MALIMEHTOB — KOII-

ponopdupuH III. Konponopdupus I
OTHOCUTCS K MeTab0/II4ecKuM IIpo-
JYKTaM CHHTe3a 'eMa U ABJIAeTCS 9H-
IOreHHBIM cybcTpatoM reHa MRP2.
CkaHMpOBaHMe TemaToOuIMapHOI
CHCTEMBI C IIOMOLIBI0 MMIHOAMALIe-
TOYKCYCHOII KVCTTOTBI IHOTIA MOYXKET
BBISIBUTD C/IeTKa OTCPOYEHHYIO BU-
3yalnMsaluio IeYeH! U 3aJepxKKy
OIIOPOXKHEHM JKeTYHOTO ITy3BIPA.
broncusa nedenu (B IpoOBeeHUN
HET HeOOXOOMMOCTU) IO3BOJSAET
00HApPYXXUTb HAKOIIJIEHUE B JIU30-
COMax TeMHBIX MeJAaHUH-TI0f06-
HBIX Jero3uTOB. [eHOTUIIMIPpOBaHME
ABCC2-reHa BO3MOXKHO, HO HE BXO-
IUT B PYyTUHHBIN IJIaH IMaTHOCTUKY
cunppoma abuHa — [)KOHCOHa.

B neoHaTasbHOM mepuojie Npen-
IOJIOXKNUTh y pebeHKa CUHIPOM
MO>XHO IIpY HaJIM4YUM KOHBIOTU-
POBaHHON Trunep6unupybuHeMun
OT YMepeHHOI1 10 BbIpaykeHHoIt. Kak
U y B3POCIBIX, JUATHOCTMKA CUH-
npoma Jabmua - J[>)KOHCOHA B He-
OHATa/IbHOM IIepyofie MIpefonaraeT
onpepenenne xonpomopdupuna I
B MOYe ¥ IIpOBefeHue KOMIIbIO-
TEpHOI TOMOTrpa(uu, BBIABIIIO-
el 6ojee IIOTHYIO, YeM B HOPMe,
CTPYKTYpY IledeH). B nononmuurens-
HBIX MHBA3MBHBIX METOJAX MCCTIe0-
BaHNs HeT HeoOxoxmmocTu. B Tom
CIydae, eC/Ii B HeOHAaTa/IbHOM IIepu-
one cunppom [labuna — JI)xoHcOHa
COIIPOBOXKAAETCST Pa3BUTUEM XOJIeC-
Ta3a, PeKOMeHJ/lyeTcsA Ha3HadyeHMe
KOMOMHVPOBAHHOI Tepalny, B TOM
yyce Ypcodanbka [8].

Cunppom Poropa, Briepsble onycaH-
HbII B 1948 I. KaK ceMeilHasg HereMo-
UTUYeCKas TUHepOouInpyoHeMus,
M3HAYaTbHO CYUTANICSA OFHMM M3 Ba-
puanToB cunppoma Jabuna — [xoH-
coHa [9]. DanbHeilmne uccaenoBa-
HUA TIOKa3aau, 4YTO IIpU CUHIpOMe
PoTopa OTCyTCTBYIOT HapylleHUA
9KCKpeL/ KOHBIOTMPOBAHHOTO O1-
TUpyOMHA B XKeT4b, XapaKTepHbIe
mst curgpoma [labuna — JI>KOHCOHA,
HO CTPAZIaloT IPOILecChl Iepe3axBa-
Ta U HAKOIUTeHMs1 Ounupy6uHa B me-
yenn. CurgpoM PoTopa oTHOCKTCA
K TeHeTUYeCK! JeTepMUHUPOBAH-
HBIM 3a00JIeBaHMAM C ayTOCOMHO-
pellecCUBHBIM TUIIOM HacefoBa-
HUA. DKCIIEPUMEHTBI Ha KMBOTHBIX
u 06ceoBaHe MAlIeHTOB C CUHJ -
pomoMm PoTopa mopTBeppunm Ha-
AY4ye TOMO3UTOTHBIX MYyTaluii
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SLCO1B1/OATP1B1 u SLCOI1B3/
OATP1B3, npuBopsmux K geduiu-
Ty OATP1B1 1 OATP1B3 Tpancnop-
THBIX IIPOTenHOB [10].

IebroT 60/1€3HM BO3MOYKEH KaK B He-
OHATa/IbHOM IIepIofie, TaK U y ieTel
6onee crapuiero Bodpacra. Knnuu-
yecky cuHApoM Potopa He oTmmva-
eTcs ot cuHppoma [labuHa — [IKOH-
COHA: y MaLMEeHTOB OTCYTCTBYIOT
JKAJI0OBI, B GMOXVMMIYECKOM aHaJIN-
3e BBIABIIAETCS CMellaHHasA (KOHD-
IOTUPOBAaHHAsA ¥ HEKOHDBIOTUPO-
BaHHAsA) TUIepObuanpybuHeMnus,
ypOBeHb Omnupy6muHa 06bIYHO CO-
crapnser 34-105 MKMOJIb//I, MHOTIA
BBIIIIE.

Cunppom Poropa nmeer 6marompu-
STHOE TeYeHIe U He TpeOyeT TedeHNsL.
ITocraHoBKa AMarHosa HeobXoAMMa
IJIS MCKIIIOYEeHNA ApYrux 3aboneBa-
HMI1 TedeHn. B oTnmmane ot curapoma
JabuHa — [I>XKOHCOHA IpK CUHAPOME
PoTtopa B Mo4e B 2-5 pa3 IOBbILIEH
YPOBeHb KOIIPOIopUpIHa, Ha JJOII0
xompornopdupuna I npuxonnres 65%
[11]. IIpn cKaHMPOBAHMM IEYEHN
C IMIHOJVIALIeTOYKCYCHOIT KICTIOTOI
MOXXeT OBITh BBISB/ICHO CHIDKEHIE
3axBaTa PajliOM30TOIA, a TAKXKe ero
Ipeo6aarolas 9KCKpeLys C MOYOiL.
buomcus medeHM He IOKas3bIBaeT
MOP}OIOTNYecKIX U3MEHEHMIt, OT-
CYTCTBYeT OT/IOXKeHMe IUIMeHTa [12].

Mpamasa (xonecraTnyeckas)
runep6unupy6uHemus

HoBoposx[ieHHbIII € X0/IeCTa30M CHa-
Yajla MO>KeT BHEIIHe He OT/INYaTbCs
OT 3I0pOBOTO peOeHKa, YTO e30pu-
eHTHUPYeT BpaJa U 3ajlep)kK1BaeT Ha-
3HayeHue obcnemoBaHus. B Hamein
IpaKTUKe MMeIN MeCTO CIydYanu,
KOrfla KJAMHMYECKOe 0bcnmefoBanme
ObUIO 00YC/IOBJIEHO He 3aTSAXKHOI
JKE/ITYXOif, a pa3BUTHEM IeMOpparu-
YeCKOro CMHApoMa (KpOBOTeYeHIe
U3 IIYIOYHOJ PAaHKM, UHTPAKPAHU-
ampHOe KpoBomausinue). Obceno-
BaHIe HOBOPO>KAEHHOTO C 3aTsXKHOI
JKeNITYX0M JO/IKHO HPOBOAUTHCS
C IOMOIIBIO TOCTYIHBIX U UHPOP-
MaTUBHBIX MeTOLOB (TabI. 2).

JIBe TpeTu ciay4aeB XojecraTmyec-
KOJI XeNTyXM 00yCIOB/IeHbI 6VIN-
apHON aTpes3uell UIM MAMOIATH-
4YeCKMM HEeOHATa/JIbHBIM IelaTUTOM
[2]. BonbIIMHCTBO MCCIETOBAHMIT
XOJIECTaTUYECKON JKEITYXM Y JeTeil
paHHero BO3pacTa acCOLUMUPYeTCs
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Tabnuya 2. Bedyusue knunuueckue ouddepenyuanvro-ouazHocmusecKue Kpumepuu npamo
(xoHwvr02UpPOBAHHOIL) U HenPAMOTL (HeKOHDBIOZUPOBAHHOIL) 2unepOuUnUpyGuHeMuUU

Kmmanaecknin IIpsimast (KOHBIOTMPOBAHHAS,
NpU3HAK XO/IeCTaTuyecKasa) rMIepoMInpyonHeMs

Oxkpacka koxxHoro JKenTyuiHas ¢ 3e1€eHOBaThIM

JKenrynrnas

IIOKPOBa VI KOPUYHEBBIM OTTEHKOM
Cryn AXO/MYHBIN WM Yallle TUIIOXOIMYHbI
Moua Temuas (uBeT myuBa)

C 9KCTpaIlle4eHOYHON OMIMapHO
aTpesuell, MOCKOIbKY TONbKO paH-
Hee XMPYpPruyecKoe BMeIlaTe/IbCTBO
(mo 45-60-T0 IHS )KU3HI) ITI03BOJISET
136eXaTb paHHETo pasBUTIA XPOHN-
4eCKOJl Ne4eHOYHOI HeJOCTaTOYHO-
CTU U 7IeTaJIbHOTO ucxofa [2, 13].
bunmnapnas aTpesus npepcTaBnsgeT
OTPOMHYIO COLMAIbHYIO IIPObiIeMy,
3aTparuBaoIIyI0 caMOro peOeHKa,
€ro CeMbIo 11 OOIIeCTBO BCIEACTBIE
00/MbIINX MaTepUanbHBIX 3aTpar,
HaIlpaBJIEHHbIX Ha JIeYeHNue 1 pea-
OVJIMTALNIO TI0C/Ie TPAHCIUIAHTAL{UN
nedeHn. bunmapHas aTpesns oTHo-
CUTCA K PeIKUM 3a060/IeBaHMAM, Xa-
PaxKTepU3yIIMMCs OGunInapHoi 06-
CTPYKLJEN HEM3BECTHO 3TUONOTUI
VL IPOABNIAIIMMCA B HEOHATa/IbHOM
nepuoje. Yame BcTpedaeTca y fe-
BOYEK, XapaKTepu3yeTcs Iporpec-
CUpYIOILel CKIEPO3UPYIOIENl XO-
JTAHTUOTIaTHel, KOTOpas MPUBOAUT
K IIOJTHOV OOCTPYKIMI 9KCTpaleye-
HOYHOT'O OM/IMapHOro TpakTa ¥ paH-
HEMY JIeTaJIbHOMY MCXOAy OT 6u-
JAMapHOro uupposa. bunmapnas
arpesusi uMmeer fiBe GOPMbI — CUHJ-
POMaJIbHYIO U M30IMPOBaHHYIO [14].
Insa cunnpomanbuoit popmsr 6umn-
apHOI aTpesuy XapaKTepHO coveTa-
HIEe C Pa3IMYHBIMU BPOXK/IEHHBIMU
aHOMAIVMAMU Pa3BUTHA: ITONNCIITIE-
HUEN, acIUIeHVel, TPaHCIIO3ULVeN
BHYTPEHHIX OpPraHoB (situs inversus
nn situs inversus viscerum), mpegy-
OJJ€Ha/IbHOJ IIOPTA/IbHOI BEHOI, OT-
CYTCTBUEM PETPOIEYEHOUYHON HIDK-
Hell I0JIOV BEHBI, MHTECTVMHAIbHON]
ManbporTalueil (HesaBepIIeHHBIM
IIOBOPOTOM KMIIEYHUKA, BO3HU-
KAI[MM Ha paHHeN CTafgny sM6-
puoHanbHOro pasputus). [Ipu He-
CUH/IPOMaJIbHOI (M30/IMPOBAHHOI)
dbopme 6UIMapHOIL aTpesun gpyrue
aHOMAJIMY PasBUTHA OTCYTCTBYIOT.
Srtuonorus OGUIMAPHON aTpe3un
ocTaeTcs HesAcHoi. CKopee Bcero
B €e PasBUTUN Y4acTBYIOT MHOTUE

OO6bIUHAsT OKpacKa

(hakTOpBI, BK/II0Yas BHYTPUYTPOO-
HyIo nH}eKuuo (B IepBYy0 O4Yepenb
IIUTOMETa/JIOBUPYCHYIO), pecrnupa-
TOPHO-CHHIMTHAIbHbIE BUPYCHI,
BUpyc OmuiTeiiHa — bapp, Bupyc ma-
IVJIOMBI Ye/IOBeKa, TeHeTHYecKe
COCTaBJIAOIILE.

Ons 6unmapHOil aTpes3uu mHoOCIe
POX/ieHMsI XapaKTepHa KINHIYeC-
Kasi TpMajia IPU3HAKOB:

= OKE/ITyXa, BBbI3BAHHAS IIPAMOIL
(KOHBIOTMPOBAHHOIT) TUIepOuIN-
pyO6uHemuert;

= aXOIMYHBIN, C1abOOKpAIIeHHbII
(rumoxonuyHelit) win QparmeH-
TUPOBAHHO OKpAIIEHHBI CTYII
(puc. 3) u TemHast Mo4a (B IEPBYIO
HEJIe/IO0 SKUSHM CTY/I ellje MOXKEeT
ObITH OKpallleH, IOKa K/IMHMYeC-
Kasi KapTuHa OVIMapHOIT aTpe3nn
[IOTHOCTBIO He IIPOsIBUTIACD);

= TeraTOMeTasIusl.

Kak mpaBumo, B IepBble Heflenn

JKU3HU COCTOsTHIE pebeHKa u Gpusn-

4yecKoe pas3BuTme He cTpajgaor [15].

3areM OTMeYaeTCs HeJOCTATOYHAs

npubaBKa MaccChl Teja, HapacTa-

er runepbunupybunemus. Ilosxe

IIPpUCOEOMHAIOTCA CIVIEHOMETannsa

O6bIuHas OKpacka

Henpsamas (HeKOHBIOTMPOBAHHAS)
TUNepONIpyOuHeMus

Puc. 3. [unoxonuutwlil cmyn y 0e604KU HemvLpex Mecsiues
¢ bunuapuoii ampesueti (0uazHo3 nocmasneH 6 603pacme
12 nedenv; nocmynuna é omoesnenue peaHumayuu

ons undexyuonnvix 6onvrvix JTKB um. 3.A. Bawnsesoii
€ UHMPAKPAHUATIHBIM KPOBOUSNIUAHUEM U NHEBMOHUeLL)
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KaK pe3yJbTaT IOPTaAbHON T'UIIEep-
TEH3UN, aCUUT U I‘eMOppaI‘I/I‘-IeCI(I/HZ
CUHAPOM (KpOBOTE4YeHUs MOTYT
ObITh MHTPaKpaHMANbHbIE, TACTPO-
VHTECTMHAJIbHbIC MJIN U3 HYHO‘IHOI/UI
paHKI/I), BbI3BaHHDbIE HAPYLICHVEM
abcop6bumn Butamuua K.

HeoHaTtanbHblit rematut

o 1964 r. NOIHOTO NpefCTaBIeHN
0 HEOHATA/JIbHOM TeNaTUTE U €ro
aTronornu He cymecrsoBano. CHa-
Yaja IpeAIonarajoch, 4To BeAy-
MMM 3THONOTMYeCKUM (PaKTOpoM
HEOHATA/IbHOI'O TeIaTUTA SBIISAET-
Cs1 BUPYC, TOMOJIOTMYHBI BUPYCY
CBIBOPOTOYHOTO TelaTUTa M Iepe-
flaBaeMblil OT MaTepu IUIOAY TPaHC-
naaneHTapHpIM nmyTeM. IIpuannoin
HEOHATa/IbHOTO TellaTNTa Jalle CTa-
HOBUTCS BHYTPUYTPOOHOE MHUIIN-
poOBaHMe C BepTUKAJIbHOI Iepenia-
4elt BO3OYAUTENsI OT MaTepy IUIOLY.
B dacTHOCTHM, BEpTUKAIbHBINA IIyTh
TPAHCMMCCHY IMeeT 3HAYEHNE I [IPH
MaJIO M3yYEeHHOM B HAIlIejl CTPAHe Te-
matute E [16]. JJokasarenbcTBOM
TPaHCIUIAL[eHTAPHOTO Iy TI IIepefiadn
SIBJIIETCS Ha/IM41ie SIBHbIX IIPM3HAKOB
3a060/IeBaHMs y MaTePN B TPEThEM
TpUMecTpe OepeMeHHOCTH.

AHanmu3 NpUYMH NPAMON rumep-
O6unupy6mMHEeMNM, BBIMOTHEHHBIN
L.E. Gottesman u coast. [17], BbI-
SIBVJI MEHSTIOLYIOCST POTIb MH(EKIIIIT
B Pa3BUTII HEOHATA/IbHOTO IelaTy-
Ta (Tabs. 3). B nccnegosanum 6bu1n
UCIIONb30BaHbl JAHHBIE KaK PasBU-
THIX, TAK U PAa3BMBAIOLINXCS CTPAH,
a TaK)XXe CTPaH C HU3KUM YPOBHEM
IIOXOfa.

lemaTT B HEOHATabHOM HepUOfe
MO>KET OBITb Pe3y/IbTATOM TEPAIUN
pasnM4YHbIX 3a60eBAHMIT, HAIPU-

Mep Ipy HasHAYeHMV OKTPEOTHHA,
aHaJI0ra COMATOCTATVHA, [TAL{IEHTaM
C BPOXXEHHBIM TMIIEPUHCYINHNS-
MoM [ 18], mmu oZHMM U3 IPOSIBIIEHNUI
ay TOBOCIIA/UTE/IbHBIX 3a00/IeBaHUIL,
B YaCTHOCTY CUHJPOMA TUIIEPUMMY-
Hornmo6ymaemuu D [19].

O6 nHEKIVIOHHOI STHOOTHI HEOHa-

TAJIbHOTO TeTIATITA CBUETEbCTBYIOT:

/ CUMITTOMBI MH(QEKINOHHOTO 3a-
607IeBaHNs Y MaTep B IIOC/IE[HEM
TpuUMecTpe 6epeMeHHOCTH;

v/ MaHu@ecTays renaTuTa y HoBo-
POKIEHHOTO B IIEPBYIO HEJENIo
JKU3HIL;

v/ INXOpaJiKa;

v/ TaXMKapaus;

/ TIporpeccupyloliee  yXyalleHue
COCTOSIHMS, B PEIKUX CIydasx
pasBUTHE IIEUEHOUYHON HENOCTa-
TOYHOCTY U KOMBI;

/ TIOBBILIEHHBINI ypoBeHb C-peax-
TUBHOTO OenKa.

Crenndudeckux mabopaTopHBIX

TECTOB, KOTOpPbIE C ITOTHOI YBEpeH-

HOCTBIO MOI/IM OBl TONTBEPAUTH

AMarHo3 HeOHATaJbHOTO relaTuTa,

He cymectByeT. CUHAPOM remaTo-

L[UTONN3A IIPUCYTCTBYET IPU psifie

BPOK/JEHHBIX 3a00/T€BaHMIT rema-

TOOWIMAPHOI CUCTEMBI U Hapylle-

HuAx Mmerabonmsma. OfHaKO Hpu

CHHAPOMe TeIaTOLUTONN3a VCKIIO-

YaTh IelaTUT HeOOXOAVIMO B IIEPBYIO

ouepenb. [Ipu 9TOM 06513aTeTHHBIM

ABJIsIeTCsT 00CTIe[OBaHIIe HOBOPOXK-

IEeHHOTO Ha BHYTPUYTPOOHYIO MH-

dexuuro [20, 21]. Ilpu 6uoncun

[eYeH) HEOHATANbHBIN TeIlmaTUT

MTOATBEPXKIAETCS HAMMIIMEM TUTaH-

TOKJIETOYHBIX I'€IIaTOLUTOB.

IMraHTOKIETOYHBIN TENaTUT B He-

OHATa/IbHOM IIEPMOJE MOXKET OTMe-

9aThCsT IpU 60JIE3HSIX HAKOIUICHN,

Ta6ﬂuua 3. I/IH(ﬁeKquHHble npuYUHbL HEOHAMATLHO20 2enamuma

Irnonormieckmii Gpaxkrop YacroTa, %

LuromeranoBupyc 33,5
Cencuc 24,7
BposkzeHHbIIT cudunnc 10,8
Escherichia coli (nHbeK1ys1 MOY€BOI CICTEMBI) 9,8
Kpacnyxa 6,2
Tokcorasmos 3,6
Tematut B 1,6
Herpes simplex 1,0
Ipyrue (Bupyc SmmireitHa — bapp, reModaronyurapHslii CHHEPOM, 8,8

BVY, xaHaMaeMus, XOJaHTUT, TyOepKyes, mHeBMOHU, Klebsiella,

Enterovirus)

HAIIpuMep IpK BTOPOM Tuile 60oyes-
uu Tomre [22], HeoHaTampHOI Kpac-
HoJt Bom4aHke [23, 24]. TepMuHbI
«HEOHATaTbHBINl TUTAHTOK/IETOY-
HBIV TEIaTUT» U «AEMOIIATIIeCKIUIT
HEOHATa/IbHBII TeNaTUT» CHHOHN-
MMYHBI U UCIIOJIb3YIOTCS KaK K/IVHNU-
YEeCKUII JMArHo3 y ieTeil C XoJecTa-
30M HEU3BECTHOIT dTHonoruu [25].
Kak mpaBumo, Taxenoe TedeHUe
HEOHATA/IbHOTO TeIlaTUTa CBSI3aHO
C TreHepaIM30BaHHOI BHYTPUYTPOO-
HoVl MH(eKIuelt, B YaCTHOCTU BU-
PycoM IpoCTOro repieca 1-ro tuima
[26]. Cornacuo ganubiM C. Pedrosa
U COABT., HEOHATA/IBHBIN TEHAaTUT
MOXeT pa3BUTbcA Ha (oHe MHOU-
LMpOBaHUs SHTepoBUpycamu [27].
OHTepOBUPYCHAst MH(EKLNS B KOHIIE
6epeMeHHOCTY BCTpedaeTcs 4acTo
U B IIOAABISONIEM GONBIIMHCTBE
CTy4aeB He ABJIACTCA IPUYMHON TH-
JKEJIOTO COCTOSIHVISI MaTepy U IIOfiA.
Cy11ecTBYIOT Ba Iy TH IIepefadu MH-
(exumy — BepTUKA/IbHbII (TpaHCIIIa-
LIeHTAPHBIIT) VIV HEIIOCPEICTBEHHBII
KOHTAKT C CeKPETOM POJOBBIX ITyTell
U BEPXHUX OT/EIOB PECIMPATOPHO-
ro tpakra [28-31]. HeonaranpHoe
MHQUIUPOBAHIE YHTEPOBUPYCAMU
MOXKeT peann3oBaTbcs B Bupe Oec-
CUMIITOMHOTO TedeHus O6o0ye3HM
WIN CTaTh IPUYUHOI TSDKEIOT0 CO-
CTOSIHUSI HOBOPOXJIEHHOTO C pas-
BUTMEM CUCTEMHBIX HPOSBIEHUI
(MeHmHrosHuedannTa, THEBMOHNY,
MMOKapANTa ¥ TelaTUTa BIIOTh JO
¢dynbmyHaHTHOTO). C IePBBIX MUHYT
U JHeN XM3HM MOTYT OTMeYaTbCsi
OpafuKapAvist, TAXMITHOI, IMXOPALKa,
CHIDKEHMe allleTnTa, reMopparmndec-
KIIl CMHAPOM 1 TellaTOMeraaus IO
6-7 cm HiKe pebepHoit gyru. Jlabo-
PaTOpHbIE MCC/IELOBAHNS BBISBIISIOT
IpU3Haky remarounutonusa (ypo-
BEHDb aJTaHMHAMUHOTpaHCcdepassl
(AJIT) moxet gocturats 1000 EII/n
u 6ortee), rutieppeppUTIHEMIUIO, Pe3-
KO€ CHIDKeHIe (puOprHOreHa, yuim-
HeHJe aKTVBIPOBAHHOIO YaCTUYHO-
ro TPOMOOIUIACTIHOBOTO BPEMEHIN.
Y Matepu HOBOPOXK/IEHHOTO OOBIYHO
MMEIOT MeCTO IIPU3HAKI OCTPOIL pec-
M PAaTOPHOI BMPYCHON MHQEKINN
C TUIIePTEPMUEIL.

Tenmatut B, OTKpBITHI B 1963 I. B ABC-
tpamuu B.S. Blumberg n coasr., Taxoke
MMeeT BepPTUKA/IbHBIIL ITyTh [epefadn
oT GepeMeHHOI! B IIepUOf, reCTaluy
VIV BO BpeMs POIOB. YPOBEHb TPaHC-

JddexTuBHad hapmakorepanua. 21/2019



muccum gocturaetr 70%, ecnmm MaTh
nosuTtuBHa 1o HBs-aHTureHemmu
n Be-anTurenemun. BonbmmHCTBO
MHQUUIMPOBAHHBIX HOBOPOXK/EH-
HBIX, pOXXJIeHHbIX 0T MaTepeit HBs(+)
u Be(+), B 6ynyem craHoBsTCs Gec-
CUMIITOMHBIMM HOcuTenamu [32].
Hanporus, fetn, poxJieHHbIE OT Ma-
Tepell, ABNAKIINXCA Be-aHTuren-
HEraTUBHBIMY, UMEIOT BBICOKUII
PYCK pa3BuTHA QYIbMIHAHTHOTO Te-
IIaTUTA B TeYeHMe MepBhIX 12 Hemenb
JKU3HU U3-32 TPAHCMUCCUM TIpe-Cor-
MyTaHTa Bupyca remaruta B. @opmn-
pOBaHMe HOCUTENIbCTBA U PA3BUTHE
(yIBMIHAHTHOTO TellaTUTa 03BOJIA-
eT IpefyNpeanTh BaKIHALMA BCeX
JleTeil, POXXJEHHBIX OT MaTepen —
HOCHTeJIeN BUpyca rernatuta B Hesa-
BIUCUMO OT UX aHTUT'€HHOTIO CTaTyca
[33]. Bnaropaps paspaboTaHHOIT crc-
TeMe BaKLVHONPOMUIAKTUKY rera-
tTa B ypmanoch cHM3NTh ero yacrory
y meteit miagmre 15 set ¢ 1,2/100 000
B 1990 . 10 0,02/100 000 B 2007 1. [34].
CpaBHUTe/IbHAA OLIEHKA YaCTOTbI VIH-
¢bunMpoBaHMs HOBOPOXXEHHBIX BI-
pycom rematuta B n C nokasbiBaer,
YTO B HEOHATA/IbHOM IIepMOfie IIpPaK-
TUYeCK! He BbIAB/IACTCA TeHOM BUPY-
caremmatuta C (HCV RNA+), Torma kak
HBs-aHTNreH y HeBaKI[MHVPOBaHHBIX
HOBOPOXXJIEHHBIX OOHAPY)XK1BaeTCs
B 5,6% cnydaeB [35]. YcTaHOBIIEHO,
yro ecim HCV RNA+ He npeBbinraet
B wiasMe 1 x 10° komwit/M, TpaHc-
muccus HCV ot marepn pebeHky
KpaitHe penka [36]. Puck TpancMmuc-
cvm HCV moBblmaeTcs, ecm y mare-
pu c reratyroM C HabmoaeTcs CUH-
POM TenaTonyuToNM3a B Te4eHne roga
0 GepeMeHHOCTH 1 BO BpeMsi POfiOB,
a TaK>Ke MMEIOTCS IPU3HAKYU PerlIn-
Kalyi BYpyca B MOHOHYK/Ieapax Ie-
pudepuaeckoit KpoBu.
Ecmn rpancmuccua HCV ot marepn
pebeHKy ImpuBea K pa3BUTHIO rella-
tuta C (cay4aeTca KpaliHe pegKo),
TedyeHne 6onmesHn, Kotopas B 80%
ClIy4aeB HIPMHMMAaET XPOHUYECKUI
XapakTep, UMeeT BhIPaKeHHBIE OT-
JINYUA OT KIVMHUYECKON KapTVUHBI
Y B3POCIIBIX.
Oco6ennocru Teuenus remarnra C
y HOBOPO>KIE€HHBIX U JeTell paHHEero
BO3PacTa, NHPUIMPOBAHHBIX BEPTHU-
KaJIbHBIM IIyTeM OT MaTepu:
v/ VIMEIOTCSI ~ MMHMMAJIbHBIE  VUIU
YMEpPEeHHO BbIpaKeHHble KIVHU-
YyecKJie IPU3HAKY TelaTuTa;

leauarpus

v/ He XapakTepHa sipKas MaHugec-
TALys TelaTuTa C Pa3BUTHEM IIe-
YEHOYHOIl HEeOCTaTOYHOCTU ab-
COJTIOTHO;

v/ IMpOKuii auanasod yposHsa AJIT
B TedeHye IIePBOTO TOfa >KU3HIL,
BIUIOTDb [0 HOPMAJIbHOTO U O7IM3-
KOTO K HOPMaJIbHOMY;

/ He JOKa3aHa CBSI3b MEX[Y 3BO-
moureir HCV  (o6pasoBanuem
HOBBIX KBAa3UTIIIOB) U K/IMHIYEC-
KuM TedeHyeM remaruta C;

v/ He JJ0OKa3aHo, 4To rematut C, mpu-
0OpeTeHHDbIIT B pe3y/IbTaTe TPaHC-
MICCHYM OT MaTepu K pebeHKy,
IPUBOANUT K PA3BUTUIO LMPpPO3a
U TeIaTOLe/UTIONIAPHOI KapIMHO-
MBI, B TO BpeMs KaK pasBUTHE Te-
nmaruta C y B3pocnpix B 10-20%
CIy4aeB 3aBEPIIAETCS PasBUTHEM
LVppO3a U TelaTOLe/UIIONIAPHON
KapIMHOMBIL

[Tomumo OunmapHOi aTpes3un

U MAMONATIYECKOTO HEeOHATa/IbHO-

rO TemaTnTa CYLeCTBYIOT U APYTUe

[IPUYMHBI, CIIOCOOHBIE BBI3BIBATH

XOJIECTaTUYECKYIO JKeITYXY Y JeTeit

panHero Bospacra (tabmn. 4-6) [17].

OTH NPUYMHBI MOXHO PasfelnThb

Ha /iBe KaTeropuu: 06yC/IOBIeHHbIE

obcTpyKumeir OMIMapHOTO Tpak-

Ta U CBA3aHHbIE HEMOCPEJCTBEHHO

C MOBpEX/eHIEeM T'ellaTOINTA 11 Ha-

pyurennem ero ¢pyukuuit. K mepsoit

KaTeropuy OTHOCSITCS KAMHIL, XKeJTd-

Hbl€e IIPOOKIL, CKIIEPOTIIECKIIE U3Me-

HeHMsI 6MIMapHOTO TPaKTa, KO BTO-

Jlekuim ana spa

poit — nHeKuyM, MeTabonIn4ecKme
HapymeHus:a, SHAOKPMHOIIATUN, I'e-
HeTWYeCKN JleTePMIHUPOBaHHBIE 3a-
6oreBaHMsA, COCYUCTbIE aHOMAIINIL,
TOKCUHbBI, HE3PETOCTDH renaToOuIn-
apHOIr0 TPaKTa y HEJOHOIIEHHBIX
I MAaJTOBECHBIX HOBOPOX[JEHHBIX,
HeOIUIACTUYeCKUe U3MEHEHMA.

KoHcepBaTuBHas Tepanua
Xonecrasa

Tepamusa xonecTasa y HOBOPOX/ieH-
HBIX U JeTeil paHHero BO3pacTa Ha-
[IpaB/ieHa Ha TIpeRynpexXeHie Ipo-
rpeccupoBaHus 3a00/IeBaHsI TeYeHN
[37]. Ilpu xomecTase KamopuitHOCTh
INUTAaHNSA [O/DKHA OBITh yBenMdyeHa
I10 CPaBHEHMIO C BO3PACTHO HOPMOIA
1o 125%, Ha3HAYaIOTCA KUPOPACTBO-
pumble Butamuisl (A, D, E, K) u sxen-
YErOHHBIE CPECTBA.

Obecrneunth ajfieKBaTHOE MUTAHME
HOBOPOXX[ICHHOMY U peOeHKY paH-
Hero BO3pacTa C XO/IecTa3oM — He-
mpocras 3aada. Uto BbIOpATDh B Ka-
YyeCTBe OCHOBHOro nurtaumsa? Kak
06ecreYnTh MONIOXKEHHBIN 10 BO3-
pacty 06pem? Kak nobutbcs ycBoe-
HIISl HA3HAYEHHOTO 0O'beMa MATAHM?
JJaHHBIE COBPEMEHHBIX MCCIEOBA-
HMI IIOKAa3bIBAIOT, YTO OIITMMAaJlb-
HBIM CYMTaeTCs BBHIOODP ajanTiu-
POBAaHHBIX CMecCeil, COmep)Kalux
CpeHeleNI0YeYHbIe TPUTIUIIEPUIDL.
YcBoeHnne >xupos — Hanbosee ysa3-
BMMOE 3BEHO JUTeCTUI BCIENCTBUE
meduunta sxemyun [13].

Tabnuya 4. Imuonozus KOHvI02ZUPOBAHHOT (XOECHAMU1ecKoTi)
2unepOunupybuHemuu y Oemeii panHezo 603pacma

IIpuynHa HEOHATA/IHLHOTO XOTeCTasa Yacrora, %

VigronaTnyeckui HeOHaTaIbHbBIN TeIaTUT 26,0
bunmnapnas arpesnsa 25,9
Vudexuymn 11,5
ITonHoe mapenTepanbHOE MUTaHNUE 6,4
Merabonnueckne 3aboneBaHnsA 4.4
Heduunt anpda-1-aHTUTpUICHHA 4,1
IIpenaTanpHas rUIOKCHA/UIIEMIA 3,7
Penmykimsa MeXIOMbKOBBIX JKEMYHBIX IPOTOKOB 225)
Kucter xonmemoxyca 2,1
[MmonuTynTapn3aM/TUNOTNpPEONAN3M 1,95
Temonns 1,4
CUHJIPOM CTyLIeHNA YKemdn 1,4
ITporpeccupyrommit ceMeiHbli MHTPaNeYeHOUHBbIi X0NIecTas 1,0
CunppoM Anakunsa 0,95
Kucrosusiit pubpos 0,89
Penxue npu4mHbI 5,85
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Tabnuya 5. PeOxue npuuuHbl KOHDI02UPOBAHHOT 2unepOURUPyOUHEMUU

(5,85% 06uyezo uucna xonecmamuueckoii ’emamyxu,)

Xosecras HEM3BECTHOI STUOIOTUI

Tpucomms 21

XosecTas HeOHOIEHHBIX

HeoHarajibHast cuCTeMHas KpacHas BOTYaHKa
MuToXoHpKanbHble HApYLIEHNS

HeonaranbHblil CK1epO3UPYIOIMIT XOTAHTUT

KaMeHb 0611ero >KeTIHOro IpOTOKa

Bpo>KzieHHbIIT TTle4eHOuHbIT prbpo3

Tpom603 BOPOTHOIT BEHBI

Cunppom AareHeca

Yr1eBof-Ae UM THDII IIMKOIPOTEMHOBBI CHHAPOM
CeMeltHblII1 reMO(arouTapHbIil TMMQPOTICTIOLUTO3
KonpLieBniHas IOKemyouHas xKenesa

CHUHIPOM apTpOrpuUIIIO3a

Tuctnonmros X

CTeH03 X0/1e/]0X0€I0Ha/IbHOTO COEIMHEHNs
Tuppouedanms

KrenpokpaHuanbHbI [U30CTO3

Kapnmommonarys ¢ BOJAHKOM I7I0fa

PenanbHbIN Ty6y)1;{prH71 auunmIo3

CroHTaHHasA nep¢oparys 001Iero KeMIHOTO POTOKA

Tabnuya 6. Memabonuueckue 3ab6onesanus (4,4% o6uwiez0 wucna xonecmamu4eckotl
HENMYXU) KAK NPUUUHA KOHBIOZUPOBAHHOT 2unepOunupyouHemuy y Oemeii panHezo

eo3pacma

3a6oneBanue Yacrora, %

TanmakTosemust

Bonesup HaKOIUIEHNS TIMKOr€HA
Tuposunemys

Bonesnp HaKOIIEHNS Keme3a
bonesnp Humanna — [Tuka
Cungpom Lenberepa (Zellweger)*
bornesnp HaKoOIIeHNST TUTTUOB

Bpoxx/eHHas1 HEIePeHOCUMOCTD QPYKTO3bI

Jebuiut 3-rugpokcu-3MeTUIrIy TapuI-KodepMeHT A mumassr™

HurpyninaemMus
MeTun-ManoHOBas al[MIeMIsT
Bonesus [omre

HeusBecTtHas sTmonorus

* PCJIKOC HaCIeCTBEHHOE 3abosieBaHme u3 TPYHIIbI IEPOKCVICOMHBIX 60sesHeit. OTHOCUTCSA

42,4
16,2
15,2
5,1
3,0
2,0
2,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0
1,0

36,5
9,5
8,1
8,1
54
4,1
N
257
1,4
1,4
1,4
14
17,6

K 3200/1eBaHUAM C ayTOCOMHO-PENE€CCUBHDIM TUIIOM HaC/I1€L0OBaHNs. Otnuyaercs

Bpra)KeHHOﬂ HeBpOIIOI‘I/[‘{ECKOﬁ CUMIITOMATUKON U MaHM!beCTaHMeﬁI Ha IIEPBOM TOZTy )KM3HI.
Nmeer H€6]'IaI‘0HpMHTHbII7I IIPOrHO3. KpOMe TrenaToMerajimy ¥ paHHEro pasBUTIA HUPPO3a

BO3MOJXHDI ITOJIMKNCTO3 ITOYEK U IIOPOKU CEPALIA.

o PCI[KOC BpPOXX[I€EHHOE HapylLIE€HNE MeTabonusma ne]?[um—xa U KETOr€HeE3a,

HaC/efyeTCs 0 ayTOCOMHO-PEeIeCCBHOMY THITY, IPOSB/IACTCS PEIVIAVMBUPYIOIei

TUIIOIIMKEMMEN U MeTabo/IMYecKOii lIeKOMHeHCaLH/ICiI. Knnunaeckn XapaKTepusyercsa

MeTaboMmIecKuMI Kpusammu € TUIIOKETOHOBOJ TUTIOT/IIKEMIETA, MeTaboMMIecKuM

agquIo30M 1N I‘I/IHepaMMOHI/IeMI/IeﬁI 6e3 HEBPO/IOIMY€CKMX Hapyme]-mﬁ[ ynn ¢ 3anep>i<1<017[

VIHTEIEKTYa/IbHOTO Pa3BUTUA 1 STMJIETICUEN.

HasHauaTb XupopacTBOpUMBIE BU-
TaMUHBL CJIeyeT B COOTBETCTBUM
C CYTOYHBIMM JI03aMU, IPUHATBIMU
y meTeit ¢ xonectazom (tabm. 7) [37].
K coxanenmio, Tepanui, Cioco6HOI
OCTaHOBUTD TeYeHVe XPOHNYECKOTO
XO/IecTasa, IperATCTBOBATh ero Ipo-
TPeCCHPOBAHMIO U TIPefyIpPeNuUTh
JaJbHelIINe IelaToLe/UIoIApHbIe
HOBPEeX/IEHNUS ¥ IMPPO3, He CYILeCT-
ByeT. KoHcepBaTVBHYIO Tepanuio xo-
JlecTaza OTHOCAT K 3MIMPUYECKOIL,
YIMUTBIBAIOMIE} I3MEHEHNA B COCTOA-
HuM 6071bHOTO Ha POHE OCTOSHHOTO
MOHUTOPMHIA U BK/IIOYAIOIEN KOp-
pekiyio Hapyurenui (ta6. 8) [13].
B cTpykType MeAuMKaMeHTO3HOI
Tepaluy Xo/lecTasa OflHO M3 Bedy-
IMMX MEeCT 3aHUMAIOT JKeT4eTOHHBIe
cpencTBa. VIx BbIOOp Y HmeTelt, 0co-
OEeHHO paHHero BO3pacTa, OpaHu-
YeH, YTO CBA3aHO C pasBUTHEM BO3-
MOXXHBIX OC/IOXKHEHMIT U GopMoil
BBIITYCKa, He JOITYCKAIOIeil MCIIONb-
30BaHNUA MeJIMIKaMEeHTa B JJAHHOII
Bo3pacTHOI rpymie. Illnpokoe pac-
IpOCTpaHeHNUe MOAy4Ynna ypcope-
30KcuxoeBas Kucnora (Ypcodanbk)
B OTCYTCTBME IPOTUBOIIOKA3aHWIL
ITpoTMBONOKA3aHUA K Tepalnu yp-
COJIe30KCUXOIEBON KMCTIOTOIL:
= PEHTTEeHIOIOKUTeNbHbIE (C BBICO-
KM COTEPKaHMEM KaIbIVisL) XKel-
YHbIE KaMHI;
" He(byHKuMOHMponmI/H?I SKeTIYHBIN
ITy3bIPb;
= OCTpbIe BOCIA/MUTEIbHbIE 3a007Te-
BaHNA JKETYHOTO ITY3bIPS, >KeTd-
HBIX IPOTOKOB M KVIIIeYHUKA;
= [UPPO3 IeYeHN B CTAUU HEKOM-
TIeHCALU;
= BBIPO)KEHHbIe HapyIIeHNMs (YHK-
LMY IIOYeK, ITeYeH N, ITOIKenyRoy-
HOJ JKeJIe3bl;
= IIOBBIIICHHAs YYBCTBUTETBHOCTD
K KOMITOHEHTaM IIpernapara.
ITpu Heo6XOAMMOCTU Ha3HAYEHMUS
JKeTYETOHHBIX CPefCTB HOBOPOX-
[IeHHBIM U JIeTAM PaHHEro BO3pacTra
3aMeHOIT YpcodanbKy MOTYT OBITH
Ipernaparbl PaCTUTENILHOIO TIPOMC-
xoxerns Gramus n Xopuror.
OcnoBy ®naMuHa COCTaB/IAET IKC-
TPAKT [[BETKOB GeCCMEpPTHMKA Iec-
4aHOTo (IIMMHA IeCYaHOTro, MU
CyXOlLIBeTa), IIPOM3PACTAIOIETO OB~
ceMecTHO Ha Teppuropuu Poccuiic-
koit ®egepannu (puc. 4).
B Monorpadmu «J/lekapcTBEHHBIE pac-
teHus LlentpanbHoro YepHo3embsi»

JddexTuBHad hapmakorepanua. 21/2019



[38] mpuBOmUTCA ClIefyOLIee OIICa-
HIe pacTeHns: «L[MUH IecyaHsbIl —
HOIY/IIPHOE XKETYETOHHOE CPEeCTBO.
IIpemaparsl IMMHA — OTBap, XUJKUI
9KCTPAKT, CyXO0il KOHIIeHTpaT PramMuu
IPVMEHSIOTCS IIPU OCTPBIX 1 XPOHM-
YeCKMX 3a00/IEBAHVISIX TIEIEH, XKeTd-
HOTO ITy3bIPs M >KEMYHBIX Iy Teit. [Top
BIMHMEM IIpernapaToB OeccMepr-
HMKQ HOBBIMIAETCST CEKPELNs XKeMIn
C IOHVDKEHUEM YpOBHA Oummpyou-
Ha, JKETYHBIX KICTIOT U1 YBeIMYeHeM
COJlepXKaHNs XOTAaTOB, TOBbIIIAETCS
TOHYC YKeTIYHOTO MY3bIPs U pacciab-
nsgetcs churKTep Oy,

IIMuH mecdaHblit (COMOMEHHBIN
IIBET, 3/IATOLIBET MeCYaHBII, IMMOP-
Teb) OTHOCUTCS K MHOTOJIETHUM
pacTeHUs M CeMelicTBa acTPOBBIX.
CornBeTns IMIHA IIECYAHOTO COfiep-
XKAaT IIMKO3UABI CANUITYPIIYPO3NL,
KeMII(epOTT ¥ M30CaNUITyPITypPO3NUS,
¢dnaBoHOMABI, caxapa (1,2%), BuTa-
muusl C n K, kanbpuuii, Fe. Kpome
TOrO, B COLBETUIX OOHAPYKEHBI
¢dramupgbpl, BBICOKOMOJIEKY/ISIPHBIE
CIIMPTHI, CMOJIBI, CTEPOUSIHBIE CO-
eIMHEeHNs, Kpacsdllue BelllecTBa,
MHOSUT, AYOW/IbHBIE BELIeCTBA, KIUP-
HBle KJIC/IOTBI, MUHEPAJIbHbIE COJIN
u Mukpoanementsl (Mn, Cu, Zn, Cr,
Al, Se, Ni, Sr, Pb, B), apupnoe macro,
B COCTaB KOTOPOTO BXOJAT KPesor,
CBOGOJIHBIE KIC/IOTBI, B TOM UINCTIe
KaIIpOHOBasA KMc/IoTa. beccMepTHUK
CIIoCcOoOeH KOHLIEHTPMPOBATD CEJIEH.

YCTaHOB/IEHO, YTO IIMUH IeCYaHBbIil
HOBBIIIAET CEKPeINIo JKeM4u, CTU-
MY/IMPYET CUHTE3 >KETIHBIX KICIOT
U3 XOJIeCTepUHa, IOBBIIIAET CO-
fep)KaHye XO/IaToB U OummpyoOuHa
B Ke/T4H, YBEIMYUBAET XOIATOXOJIeC-
TEPUHOBDIIT K03 ULIMEHT, YTO CHMI-
JKAeT JIMTOTEHHOCTDb JXeT4M, MATKO
HOBBIIIAET TOHYC JKETIHOTO ITy3BIpSI.
OKCcTpaKT GeccMepTHMKA OKasbl-
BaeT CIIa3MOUTUYECKOE [eiiCTBIE
Ha I/IaIK/e MBIIIIBl KUIIEYHNUKA,
JKETYHBIX IIyTell, 5KeJTIHOTO IIy3bIPsI
U KPOBEHOCHBIX COCYOB, O6nafaeT
yMepEeHHbBIM IIPOTUBOBOCIAJINTENb-
HbIM 3¢ dekToM, aHTHOAKTepHUaIb-
HOJ1 aKTVBHOCTBIO (32 CYET CMOJISTHBIX
KICJIOT), YCUIMBAET CEKPELNIO JKeTy-
JIOYHOTO U MAHKPeaTU4eCKOro COKa,
MMeeT Hepe3KO BBIPa>KEeHHBIII iuype-
Trdecknit 3¢ dekt. LIMuH necyaHsbIi
[OAaB/IsIeT POCT CTAPUIOKOKKOB
U CTPEIITOKOKKOB, PBOTY 1 TOLIHOTY,
CHVIMAET YYBCTBO TSsDKECTI B SIIATAC-

leauarpus

M
Jlekuun ang Bpatﬁb“:é(‘

Tabnuua 7. JJo3vt #upopacmeopumvix 6UMAMUHOE ¥ HOBOPOHOEHHBIX C X0NECA30M

[ Burawmn ______[Jlosa________________|TloGouniii sppex

A 5000-25000 EJI/cyT mepopanpHo  [emaToTOKCMYHOCTD
InnepxanpuyemMns

D 800-5000 E[I/cyT Hedpoxkanpuaos
TunepxanbuyemMns

E 15-25 E]Jl/xr/cyT IMoreHuupyet gedunnt BuramnHa K,

K (¢puromenanyon)

CHOCO6CTByeT PasBUTHUIO KOATY/IOIIATIN

2,5-5 MT gBakIbl B HEJIETIO, -

BO3MO>KEH €KeJTHEBHBII IIPUeM

Tabauua 8. Pexomendauuu no eedenuio demeil ¢ X071eCma3om

Knuanyeckne npossneHns PexomeHmanmm

CuHApPOM MabHY TPULIAN
(B pesynmpTaTe HapyLIEHN BCACHIBAHIA
IIMHHOLIETIOYeYHbIX TPUI/INLIEPUJIOB)

HapymeHme BCaCbIBaHUA
JKNPOPACTBOPUMBIX BUTAMIHOB:

= pedunut BUTaMMHa A (TeMepasonys —

HapyIIeHye CYMePEeYIHOTO 3PeHNs,
VIV «KYPVHAs CJIEII0Ta»)

= nedunur BuTamuHa E
(HeitpoMyCKy/IApHas fereHepanys)

= pedumur ButamuHa D (HapymieHe
MeTaboIM3Ma KOCTHONM TKaHM)

= peduur ButammHa K
(runonporpombuHeMu)

JednmT MIKPOHYTPIEHTOB
JeduunT BOFOpacTBOPUMBIX BUTAMIHOB

3yn u moABIeHVe KCAaHTOM

[Tporpeccupyromiee TeueHne
3a00/IeBaHNII IIeYEeHY; TOPTa/IbHASL
TUIepTEeH3Ns

Ileuenounas HEIOCTATOYHOCTDH

TpabHOI 06/1aCTH, yMeHbLIAEeT 60/Ib
B 00/IaCTI YKETTIHOTO ITY3BIPSL.
KommoneHT adupHOro Macia nMmHa
[IeCYAHOTO KPe30J — AHTUCEITHK
mupoxoro pericteusa. Ocoboe 3Ha-
4yeHue B geiictBun PrammuHa mpu-
JaeTcs monmmTeprieHaM - Qpaxiu-
SIM HATypanbHBIX 9(UPHBIX Macell.
[TonuTepreHsl XapaKTEPU3YIOTCS
aHTMOAKTepUaabHON aKTUBHOCTDIO
B OTHOIIEHNH CTa(PUIOKOKKOB, T1aTO-
TEeHHOII KIIIIEYHOI [Ta/IOUKIL, TPrOOB
pona Candida, KUIeYHBIX BUPYCOB
VI TeNIBMVHTOB. B HapopHOIT Mepuum-
He IIMJH IeCYaHBbIil MCIOIb30BaICH
I M3THAHUS JIEHTOUHBIX IICTOB.
[TpoTuBOBOCIIANMNTEIBHDI 9P PeKT
a¢upubx Macen Onammua (monu-
TEPIIEHOB) YMEHbIIAET JeilCTBIE

Vicrionp3oBaHue cMeceli, Cofiep>KalliX CpefiHellelIoYeyHble
TPUIINLEPU/IBL, UM OTIO/THUTENIbHOE BBEJIeHN€e B IINILEB O
PaLOH pebeHKa CpefHeLeIOYeIHbIX TPUIINLEPIIOB

= 10 000-15 000 Ell/cyT (B Buze Karcy)

= 50-400 Ell/cyT (anbda-Toxodeporn)

= 5000-8000 EMl/cyT (BuTamMmH D, wam 3—5 MKI/Kr/cyT
25-TUapOoKCuXoeKanpiydeporna)

= 2,5-5 Mr Yepe3 [ieHb B BIJie BOLOPACTBOPUMBIX pOpM
(MeHamMOH)

JloronHuTeNIbHOE BBEIeH e B IIUTaHe pebeHKa Ka/lbIiis,
docdaros, nuHKa

HasHnaveH1e BUTaMIHOB B 03¢, BABOE HpeBI)II_HaIOH_[eIZ
CTaH/IAPTHYIO THEBHYIO PEKOMEHYeMYIO 103y
Ypcopesokcuxonesas kucnora 15-30 mr/kr/cyT
CumnroMaridecKas Tepalis: OTpaHIIeHNe COM,
MOHMTOPVHI Pa3BUTUA KpOBOTe‘{eHI/Iﬂ I3 BApVMKO3HO

pacIIMpeHHBIX BeH, Ha3HAYeHIe CIVPOHOIAKTOHOB
(BeporunupoH, ANbIaKTOH)

TpancrTaHTaIA IeYeHN

Puc. 4. beccmepmmuux necanvlil
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OCHOBHBIX [IATOTEHETNYIECKUX (aK-
TOPOB GaKTepyuaabHBIX MHEKINIL,
CIIOCOOCTBYIOIIVX Pa3BUTHIO BOCIIA-
JIeHMsI TeIaTOOM/INAPHON CUCTEMBIL
AxTUBHBIe MHTpenneHTs OraMmnHa
[OMIUMO YBEIMYEHNUsT KOMUIEeCTBA
OTHeNAEeMON XeM4M U3MEHSAKT ee
OMOXMMMYECKNIT COCTaB: YBEMIEHIe
XO0JIECTEPVH-XOMATHOTO K03 duim-
€HTa U yMeHbIIIeHIe KOHIIEHTPaINu
O6unupybuHa B XXemdy HMpefyIpexK-
faloT 06pa3soBaHye KOHKPEMEHTOB
B OM/IMApHOM TPaKTe, CHIDKAIOT /-
TOTeHHOCTbD >kemuyt. OFHOBPEMEHHO
DraMuH CTUMYTUPYET 9K30KPUHHYIO
(YHKIUIO HOKETyTOYHON >Keyle3bl
U KICIOTOOOPasyouyo GyHKINIO
JKeTyIKa, OKasbIBaeT MATKOE IIPOKM-
HeTHNYecKoe JIeIICTBIe Ha KUIIeYHMNK.
JKemraeronnoe u aHTHbOaKTEpHATBHOE
neiictBre OraMmHa, CTYMYIISALVS 9K-
30KPUHHON (QPYHKIMMU MOMKENyH0Y-
HOJ1 >KeJIe3bl HOPMa/IU3YIOT IIPOLIeCChI
HUIIEeBaPeHNsI M BOCCTAHABINBAIOT
MUKPOOMOIIEHO3 KUIIEYHNKA, ITO
criocobcTByeT 6oree 3¢ PeKTUBHOM
Tepanuy 3a60jeBaHMII remaToOuIn-
apHOTO TPaKTa y JeTell.
Hasnayarp ®maMmnH MOXHO ¢ Tep-
BBIX [{HEIl >KM3HM, YIUTHIBAS Tpa-
HYIMPOBaHHY (OPMY BBIIYCKA,
JIETKOCTb JTO3MPOBKJ U BBICOKYIO
CTeIeHb KOMIUIAeHTHOCTH (Ipera-
par uMeeT IPUATHBII BKYC).
IIpoTnBONOKa3saHuA 1A Ha3Haye-
Hya PnaMuHa:
= TUIIEPYYBCTBUTEILHOCTD K KOM-
[IOHEHTaM ITperapara;
= XOJIeNNTHA3;
= 06TypaLMOHHAs )KEeITyXa.

Puc. 5. Apmuuiox nonesoti

34

XoduTon, 0cHOBY KOTOPOTO CO-
CTaBJIA€T 9KCTPAKT JIMCTbEB aApTH-
IIOKA II0/IEBOTO B KOHI[€HTPALM
200 Mr/mi1, o6mafaeT >KeI4erOHHbIM
U XONepeTn4ecKuM peiicterem. Pac-
TBOpHI X0(uTONMA LA IepOpaIbHO-
TO J IIAPEHTEPaIbHOTO MPYIMEHEHN A
MOTYT Ha3Ha4yaTbCs C IEPBHIX HHEN
xusHM peberka. HoBopoxieHHBIM
HasHA4aloT 110 5-10 Kamnesnb Tpu pasa
B CYTKI.

ApTHUIIOK I10JI€BO, SBIAIOIMUIICA
ChIpbeM I IPOU3BOACTBA X0u-
TOJIa, OTHOCUTCS K CeMENCTBY ac-
TPOBBIX ¥ B HapOJHON Me#WIMHE
JCIIONb3yeTCA B TeUeHMe MHOIUX
BeKoB. B [Ipesnert [penuu cok apTu-
II0Ka BTUPA/IN B KOXY I'O/IOBBI IIPY
obnbicernn. B Poccun B XVIII B.
BpauM PEeKOMEHHOBAIM apTUIIOK
IIPY MTOfjaTpe U >KeNTyXe, KaK OBOII-
Hasd ¥ JeKapCTBEHHas Ky/IbTypa
Ob11 u3Bected B JpesHem Erumnre,
Hpesnent Ipenunu m Pume. Opno
13 TEePBBIX ONMMCAHUI apTUIIOKA
NIPUHAJIOKNUT YIEHNKY Apucrore-
1 Teodacty (371 1. 5o H.3.), 6oee
HofpoOHOe — IPEeBHEPUMCKOMY Ha-
Typamucty [Jnockopupny. Ilomymap-
HOCTb apTUILIOKA I0/1eBOTro (puc. 5)
00ycIOB/IeHa €r0 M3bICKaHHBIM
BKYCOM M IIOJI€3HBIMM CBOJCTBa-
Mu. B HacTosllee BpeMsA HIMPOKO
KYIbTUBUPYETCSA B CTPaHAX C TeIl-
apIM KnuMaToM. OCHOBHBIMU IIOC-
TaBUIVKaMJ apTUIIOKA Ha MUPOBOII
pbiHOK sABnATcA Ppannus, Vcna-
Hus u CIIA (urrat Kanndopuus).
TpaauimoHHo 60sbIINe TO3bI 9KC-
TpaKTa JMCTbeB apTUIIOKA WC-
MIO/Ib3YIOTCA NP JAUCIENCHYIeCKUX
paccrpoiictBax [39]. ApTumox -
BUTAaMMHCOZlep>Kalllee pacTeHue,
AQHTUOKCUAAHT, COAEPXKUT 60sIbIIoe
KO/IMYeCTBO NMIIEBBIX BOIIOKOH, 00-
TafjaeT XKeTIETOHHBIM M XOJIepeTH-
yeckuM addexramu.

B cocTraB apTmimoka BXOJAT Ka-
POTMH, MHYINMH, OpraHMYecKue
KucnoTel (KodenHoBasi, XMHHAI,
XJIOpTeHOBas, TNAUKONEeBasA, I/NU-
L[ePMHOBAsA), TINKO3WUJ, LVHAPUH.
JeincTByOmMUM BeleCTBOM IIpe-
I1apaToB Ha OCHOBE apTMIIOKA II0-
JIeBOTO sABJsAETCA QeHONIbHOE CO-
e[MHEHNEe LMHAPUH B COYETAHUU
¢ dpenomokucnoramu (KodenHoBOII,
XJIOpOT€HOBO, HEOXJIOPOTE€HOBO,
KPUIITOXJIOPOTeHOBOIT). B kKoMbu-
HaIVY C JPYTUMU IeKapCTBEeHHBIMU

CpeficTBaMU IIperapaThbl Ha OCHOBE
apTHUIIOKA II0JIEBOTO MOTYT IIpUMe-
HATBCA JIA JIeYeHUA XPOHUIECKOI
MHTOKCUKAIIUU COJISAMY TSKENbIX
METaJI/IOB, a/IKaJIOMAAMI, HUTPOCO-
eIV HEHUSIMMY, T€IIaTOTOKCUIECKVIMU
BellleCTBaM¥, aHOPEKCUN, OXKupe-
HIUsA, aTepoCKieposa, ypaTypuu,
MOYeKaMeHHOIT 607Ie3H.

B HacTosAmee BpeMsa MHTepec K ap-
TUIIOKY IIOJIEBOMY BO3pacTaeT. Pe-
3y/IbTAThl VICCIIEROBaHMIT B 00/1aCTI
SMUEeMUOTIOTUN U (HapMaKOIOTUU
[IEMOHCTPUPYIOT IIONIOKUTENIbHOE
B/IMsIHIE SKCTPAKTA INCTHEB apTHU-
III0Ka Ha 3/[0pOBbe YelloBeKa (aHTu-
6akTepyanbHOE, aHTMOKCUJAHTHOE,
aHTUKAHI[EPOTeHHOE, I'eNaToNnpo-
TEKTUBHOE [Ie/ICTBUE, HAKTMBALIVIS
BUpYyCa IPUOPETEHHOrO MMMYHOE-
¢dunuTa YesoBeKa U yCUICHME JU-
ypesa). HyTputususie oco6eHHOCTH
apTHUIIOKA CBSA3AaHBI NMPEXJie BCETO
C BBICOKOIT KOHI[eHTparLjueit momude-
HOJIOB U MHY/IVHA, a TAKXKe MaKpo-
Y MUKPOHYTPMEHTOB B 1 KI' CyXoro
Beca [40].

B 1997 r. R. Gebhardt n M. Fausel
[41] BuepBble omMcanu aHTUOKCU-
NAHTHBIN M TeNaTONpPOTEKTUBHBIN
3¢ deKTh IKCTPAKTA JINCTHEB APTH-
IIOKa B OTHOILIEHNUM KY/IbTYPBI Iela-
TOLMTOB KpbIC. B 1998 1. R. Gebhardt
[39] mpuBen pokasaTenbCcTBa, 4TO
9KCTPAKT JIMCThEB aPTUIIOKA B IIEp-
BMYHOI KY/IbTYpe TrelHaTOLNUTOB
KpPbIC pefiyIMpyeT 6MOCUHTe3 mede-
HOYHOTO XO/IeCTEPOJIa.

B okxcmepuMeHTanbHBIX pabo-
Tax BBeJleHIME 9KCTPAKTa JINCTbEB
apTUIIOKa KpBICAaM C TOKCHYec-
KMM TeIlaTUTOM, BBI3BAHHBIM TeT-
paxjopMeTaHOM, IIpefyIpPexfaIo
pasBuTHE BBIPAXXEHHOTO CUHAPO-
Ma remartonuronusa (yposun AJIT
U aclmapTaTaMUHOTpaHc(epassl
(ACT) 6bu1n Hvoke Ha 52 1 40% co-
OTBETCTBEHHO). Mopdonoruyec-
KJle MCCIeSOBaHNA IOATBEPAVIIN
IIOJIOXKUTE/IbHOE BIMSAHYE 9KCTpa-
KTa JIMCTbeB apTUIIOKA Ha TeueHe
9KCHePUMEHTANbHOTO TemaTUTa
(puc. 6) [42].
lemaTonporekTuBHBIL 3¢ddeKT
9KCTpaKTa JIMCTbeB apTUIIOKA
HOATBEPX/IeH B MCCIENOBaHUU
TOKCHYECKOTO [IefICTBUSA IPOTUBO-
OIIyXO0/IeBOTO AHTUOMOTMKA HOK-
copyOMIMHa Ha Ie4yeHb Kpbic [43].
[IpuMeHeHME SKCTpPAKTa BMeCTe
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C JOKCOPYOMIMHOM CIIOCOOCTBO-
BajJI0 MeHee BbIPAYKEHHOMY IOBBI-
menuo AJIT n ACT 1o cpaBHeHMIO
C KOHTPOJIbHONM TPYIIION 3KCIIe-
PUMMEHTAJbHBIX >XMBOTHBIX, IO-
JIYYaBIINX TOJIBKO HOKCOPYOMIIMH
(ma 34,6 1 29,8% COOTBETCTBEHHO;
p < 0,0001), 1 MeHee BBIpa>keHHO-

My CHHAPOMY XOJIeCTasa — yPOBEHb
obuiero 6unupybuHa ObIT HIDKE
Ha 50,6% (p < 0,0001). Visy4yenne
MapKepOB OKVCIUTENTBHOTO CTpecca
(Ma/IOHOBOTO [Ma/IbIErNAa, OKCUAA
asora, [IyTaTHOHA, KAaTajlaskl, Cy-
HEepOKCUANCMYTasbl, [Ty TaTUOH-
[epOKCHU/a3bl) HOATBEPANIIO, UTO

Jlekuun ana spa

9KCTPAKT JIUCTbEB apTUIIOKA CIO-
co6CTByeT IOBBIMIEHNIO YPOB-
Hell IJIyTaTUOHA, IIeYeHOYHOM Ka-
Tajasbl ¥ Ty TaTMOHIIEPOKCUA3DI,
CHI)KAeT IOKa3aTe/l MajlOHOBOTO

IViaIbJierijia U OKCUJIA a30Ta.
B MMMYHOTMCTOXMMMYECKUX NC-
CIIe[OBAHMAX Y SKCIEpUMEHTANIb-

Puc. 6. Brusinue skcmpaxma nucmoves apmunioka Ha meueHue IKCHePUMeHmManvHozo 2enamuma, 6bl36AHHO20
mempaxnopmemanom (A, B, B, I - mopdonozuneckue usmeHeHuss neueHu KPpwic, He NOLYHABUWUX IKCMPAKMA IUCMbes
apmuwioka: eaxyonusauus zenamouumos (A), cunycouoanvias ounamauus (B), unmencuenas OezeHepayus zenamoyumos,
HOOY/APHOLIL mun nospescoenuti zenamouumos (B), Hexpos zenamoyumos c nUKHOMuUeCKUMU AOPAMU U 2UAHMOKTIEMOUHbLE
eenamovumot (I); 11, E, )K, 3 - mxanv neuenu 6 nepuod 6v1300p067eHUs Y KPbIC C IKCNEPUMEHMATIHBIM 2eNAMUIMOM,
NOYUABWIUX IKCMPAKM TUCMbES APMUUIOKA)

Puc. 7. Pesynvmamot umMmyHOUCOXUMUHECKUX UCcCIe008anuii (A — neueHb 300p0BbIX KPbIC, HUSKULL yPOBEHD

akcnpeccuu K anva-axmuny enaoxoii myckynamypot; b - naznauenue 0oxkcopy6uyuna, 6vIcoKUll ypoeeHv IKcnpeccus;

B - doxcopy6uyun + kosnsum QI10, cpednuii yposenv sxcnpeccuu; I — 00KCOPYOUUUH + IKCMPAKM TUCHbES APMULLOKA,
cpedHuii yposenv skcnpeccuus; Il - 6bICOKUIL yPOBEHD IKCHPECCUU AHMUMET K 6EPEMeH000PA3HBIM KIeMKaM CIPOMbL neveHu

npu HazHaueHUU 00KCOPYOULUUHA)

Puc. 8. Pesynvmamovt umMmyHOUCOXUMUHECKUX UCCIe008aHUiL (OKPACKA MOTYUOUHOBIM CUHUM. A — HOPMATLHAS
yumoapxumexmonuxa newenw; b — naznauenue 0okcopyOuiuna, 2enamoyumot ¢ 6aKyonIUIUPOBAHHOL umonazmoii (v),
anomanvHoil memadasori xpomamuna (36e300uxa), pacuiupernvimu cunycoudamu (S); B - 0oxcopy6uyun + xoansum QI10;
I’ - dokcopy6uuyun + IKCmpaxm nucmves apMuUIoKa, 2enamoyuumyt ¢ PasIu4HbIMU PA3Mepamu 6axKyosne)
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Ln Ana Bpauei

HBIX JKMBOTHBIX, MHOJTYdYaBUINX

HOKCOPYOMIIVIH BMeCTe C 3KCTpa-

KTOM apTHUIIOKA, CHIDKAJCA Ypo-

BEHb 9KCIIPECCUU AHTUTENT K ajlb-

(da-akTUHY ITIaKOI MYCKY/IaTypbl

(puc. 7 n 8) [43].

ITokasaus k mpuMeHeHMIo Xodurora:

= QYHKIUOHA/IbHbIE  HAapYLICHMA
XKEYAOYHO-KUIIEYHOTO  TPaKTa
(TomrHOTa, pBOTA, METEOPU3M, U3-
XKOTa, TSKECTb B SIIMIACTPaIbHOM
obmactn);

= XPOHMYECKUI
XOJICLUCTHT;

= XPOHNYECKUII TeIaTnT;

= IMCYHKIMA TenaTtoOMIMapHOro
TpakTa (CcupgpoM Xxormecrasa 06e3
IPU3HAKOB OCTPOTrO IelaTuTa, X0-
JIAHTUTA);

= [UPPO3 II€YCHN;

HeKaJ’IbeJ’IeBHbIﬁ

= XPOHMYECKast OYeYHAs] HeOCTa-
TOYHOCTb;

= XpPOHMYECKUIT HepUT.

[To6ounsie apdextsr Xoduromna:

" CHHPOM [Uapen IpPU JIUTEb-
HOM TIpueMe IIpenapara B BBICO-
KUX 03aX;

= QJIeprudecKue peaxinn.

[TpoTnBoOIIOKa3aHNs K IIPYMEHEHNO

Xoduromna:

= >Ke/TYHOKaMeHHas 00JIe3Hb;

= 107Hast OOCTPYKIWsI OMIMapHOro
TPaKTa;

= oCTpble 3a00/IeBaHNs ITeYEH, T10-
YeK, JKeade- ¥ MOYEBBIBOIALINX
Iy Tel;

= BO3pacT fO LiecTy JyeT (mid Tab-
JIETOK);

= IOBBIIIEHHAs YyBCTBUTEIbHOCTD
K KOMIIOHEHTaM TIperapara.

3aKnioyeHue

Xomecratndeckas >KenTyXa, UK
XoJnecTaTndeckas runepommnpyon-
HeMIs, TpeOyeT CBOEBPEMEHHOTO
0o6cnenoBaHUsA HOBOPOXKIEHHBIX
U JieTell paHHEeTo BO3pacTa [yid yTOod-
HeHUs IPUYMHBI Xormectasa. [Inau 06-
CllefoBaHNA NO/DKEH BKIIIOYaTh OIpe-
JieTIeHe YPOBHS OOIIEro 1 MpsiMOro
(KOH'BIOTMPOBAHHOIO) 6uUMpyOuHa
y BCeX JIeTeil C 3aTsKHOI JKeNTyXOil
(coxpansromeiicss mocne 14-ro fHsA
>kusHy). IIpy nopTBep)KAeHNN CHUH-
ApoMa XojiecTada M OTCYTCTBUM IO-
Ka3aHMIT /IS OTIEPaTUBHOTO JIeYeHNA
1[e71eco0bpasHo IPOBefeHNe KOHCep-
BaTMBHOJ Tepaluy, BKANYAKLIEN
KOPPEKLMIO IUTAHNS, feULnTa XI-
POPaCTBOPUMBIX BUTAMIHOB, IIPJMe-
HeHIIe KeTTYETOHHBIX CPEfICTB. 3
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Cholestasis (Cholestatic Hyperbilirubinemia) in Infants and Young Children: Definition, Causes,

Differential Diagnosis, Conservative Therapy

AN. Goryaynova, PhD!, M.A. Antsupova? L.N. Karasyova?, Yu.G. Getmanchenko?, M.A. Churnosova?,

Ye.V. Rossaus?, A.Ye. Yudina?, I.I. Molodkina?

! Russian Medical Academy of Continuing Professional Education

2 Z.A. Bashlyaeva Children’s City Clinical Hospital, Moscow

Contact person: Aleksandra N. Goryaynova, alex.goriaynowa@yandex.ru

Cholestasis (cholestatic hyperbilirubinemia) in infants and young children refers to pathological state, the cause

of which should be identified in the shortest possible time. The main causes of cholestasis development are hepatitis
and biliary atresia. They should be eliminated first. When examining children with cholestasis, the most informative
and accessible methods should be used. Cholestatis conservative therapy in this category of patients includes
correction of nutrition, deficiency of fat-soluble vitamins and the use of choleretic drugs.

Key words: cholestasis, cholestatic hyperbilirubinemia, newborns, young children
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