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Pesiome

MpyprT (KOXKHBIN 3yL1) — YaCTbl CAMNTOM, CONPOBOXAAIOLMI XPOHUYECKNMIA XOnecTas. [aToreHes 3yaa npy xonectatnye-
CKIX 3ab0M1eBaHMAX HEAOCTaTOUHO M3yUeH. OH MOXeT BK/I0UaTb Cnelndruyecknii HepBHbI MyTb, PEryAUPYeMblid TaKUMK
BelLeCTBamM, CNOCOOHBIMU BbI3BaTb KOXHBIN 3y[l, KaK KenUHble KUCOTbI, ONMOUA], CEPOTOHMH W n3odochaTnaHan
KUCIOTA. B MCKIIOUUTENBHBIX CyYasx pedpakTepHbIi K Tepanum 3y, MOXeT NPUBECTY K HEOOXOAMMOCTN NHBA3VBHON
Tepanuu, BKoYas TpaHCMNaHTaumio neyeH. B To Bpems Kak TepaneBTrYeckoe BefleH1e XONecTaTieckoro 3ya XopoLwo

CoxpanieHus:

TICBIIX — nmporpeccupyio-
mui ceMeHbIl BHYTPU-
MeYEHOYHBII X0/IeCTas;

JI®K — nusodocdarugHas

KucnoTa; M3BECTHO Y B3POCIbIX, Y IETEN HET EAVHOTO MHEHUSA B CBA3M CO CIIOKHOCTAMY MPOBEAEHIS KOHTPOSIMPYEMBIX KIMHUYE-
VIIXK — yKpcofesokci- CKUX ccnenoBaHni. Crpateriis 6opb0bl € XONeCTaTnyecKM 3y0M y AeTel B HaCTosALLee BPeMs OCHOBaHa Ha HECKOMbKMX
XOneBas KMCIoTa HanpasneHyAX cneurduUecKoi Tepanim, KOTOPas JOMKHa ObITh CBA3aHa C YXOAOM 33 KOXel U HecneLnbrueckum neyeH-

€M X0f1eCTa3a, BK/iouas ypCope3oKcnxonesyto KCoTy. [pypuT ciesyeT oLeH1BaTb MakCUManbHO 0OBbEKTUBHO BO Bpems
neyerua. MepBoi NMHKEN NeYeHNa XoNecTaTyeckoro 3yaa ABnAeTca pudamnuumH. Tepanua BTOPOi IMHIM 00CyxjaeTca
B K&>KZAOM KOHKPETHOM Cflydae. B Havbonee TAXenbx Clydasx MOryT ObiTb MpeAnoxeHbl HBa3MBHbIE METO/bI IEUEHUA.

Llenbto gaHHoi paboTel ABUACA 0630p NaTOGU3MONOTNUECKNX MEXAHWU3MOB, CBA3AHHbIX C XONECTATUYECKIM 3y/10M, 1 NPe-
NIOXeHWe NOTEHLMANbHbIX TEPANEBTUUECKUX METOA0B Y AETEN,

KntoueBble C/10Ba: KOXKHbIN 3y, Xonectas, AeTn, Tepannd

summary

Prurit (itchy skin) is a common symptom accompanying chronic cholestasis. The pathogenesis of pruritus in cholestatic
diseases is not well understood. It may include a specific neural pathway regulated by substances that can cause
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skin itching, such as bile acids, opioids, serotonin and lysophosphatidic acid. In exceptional cases, itch refractory to therapy
may lead to the need for invasive therapy, including liver transplantation. While the therapeutic management of cholestatic
pruritus is well known in adults, children do not agree on the difficulty of conducting controlled clinical trials. The strategy
to combat cholestatic pruritus in children is currently based on several areas of specific therapy, which should be associated
with skin care and non-specific treatment of cholestasis, including ursodeoxycholic acid. Prurit should be evaluated during
treatment as objectively as possible. The first line of treatment for cholestatic pruritus is rifampicin. Second-line therapy is
discussed in each case. In the most severe cases, invasive treatments may be suggested.

The aim of this work was to review the pathophysiological mechanisms associated with cholestatic pruritus in children and

suggest potential therapeutic methods.

Keywords: pruritus, cholestasis, children, therapy

IIpypuT (KOXHBII 3Y[) AB/IAETCA XapaKTEPHBIM CHMII-
TOMOM HECKOJIbKMX CePbe3HBIX 3a00/1eBaHMIL, BK/TI0Yas
XonecTas. X01eCTaTUYeCKUI 3yJ; MOXKeT BbI3bIBaTh OT-
paHMYEHM A KM3HEIeATETbHOCTHU /IO TAKOil CTEIeHN,
4TO MOYKET OBITD ITPeJII0)KeHa TPAHCIUIAHTA LI eYeHN.
YacToTa 1 TAXKECTDb 3yAa BapbUPYET B 3aBUCUMOCTH
OT NpUYMHEI X0jecTa3a. C 0COOEHHO TAXE/IbIM 3y0M

y JeTeil, KaK IIpaBIUIO, CBA3aHBI CUHPOM AJTaXXVIIIA,
MIPOrPeCcCUpPYIOUINI CeMEHbI BHYTPUIIEYEHOIHBII
xornectas (IICBIIX) u, pesxe, b1nnapHas aTpesus 1 CKile-
posupyoumuit xonanrut. HecMoTps Ha To, 4TO Tepa-
TIeBTIYECKOe JIeYeHNe XOJIeCTaTNIeCKOTo 3y/ia XOPOIIO
M3BECTHO y B3POC/IBIX MALIMEHTOB, B HACTOAIIee BpeMs
110 BOIIPOCAM JIeYeHN Y ieTell HeT eAMHOro MHenus (1, 2].

I'IaTo¢|/|3|/|onorvm Xonecrtatnyeckoro syaa

HelpoHanbHble nyTn

TTatodu3nonorsa XonecTaTu4ecKoro 3y ja Iaoxo usy-
4yeHa. bpln oxapakTepusoBaH IMLIb OMH HEMIPOHA/Ib-
HBIIT Iy Th, CIeN(UIeCKN BOBTEYEHHDIT B IPOBOAIL-
MOCTb CUTHaOB 3yzia. OH HAYMHAETCA C MeJIIEHHbBIX
npoBofAmuX apdepeHTHbX C-BOIOKOH, KOTOPbIE
YYBCTBUTENIbHBI K aKTUBAIMV TAKMX 9H/[OT€HHBIX U 9K-
30T€HHBIX BEIeCTB, KakK ructamu [3]. ITapannensHo
C BOCXOAAIMMI CEHCOPHBIMMU MyTAMYU HUCXOJ AU
LleHTpanbHble PEeryAATOPHbIE IIYTH OMOCPEAYIOTCS
OTMON/IAMU U CEPOTOHMHOM, KaK B C/Iy4ae C IyTH-
MM nepefayy 6omu. JIBa myTu (IIpOIpUOLeITUBHBIN
U HOIMLIENTVUBHBII) PasINYHbl, HO OHY Mapasenb-
HBI U CBSI3aHBI MEXaHM3MOM B3aMMHOTO TOPMOJKe-
Hus. VIHrn6upoBaHue IPOUCXOJUT B 3aJJHEM pore

MepuaTtopbl 3yaa

MKenyHble Kucnotol
XonecTaTu4ecKnit 3y, 10 KpaliHell Mepe 4acTu4-
HO, OO'BSACHSETCSI CTUMYJIALMEl KOKHBIX HEPBHBIX
OKOHYAHMUII CTIe[ICTBYIE 3a/leP>KKY >KETUHBIX KUCIIOT
B ko)xe. HeflaBHMe ncCIefOBaHNA MTO3BOJAIOT TIPe-
IIOJIOKMTD, YTO BO30OYXKAaIoIIee [eiiCTBIE >KeTYHbIX
KVICTIOT IIPOMCXOMT IPY KO-aKTUBALMU MeEMOPaHHO-
ro perenitopa TGR5 (skcnpeccnpyeMoro HaqaIbHbIM
nepudepudeckuM ahpepeHTHBIM HeJPOHOM) U Kajlb-
uuesoro ka"ana TRPA1L, BbI3bIBas menonapusalinio
BOJIOKHa [8, 9].

VIHTeHCMBHOCTD 3y/Ia YMEHbIIIAeTCA C TIOMOIIBIO Te-
pamnmuy, HalrpaB/IeHHO Ha CHIDKEHNE KOHIIeHTpalun

Onunownabl

Onunonpsl, Kak 3HAOreHHble (MeT-3HKepaIuH
u neit-oHKedaanH), Tak U 9K30reHHbIe (MOPDUH
U IpOU3BOJHBIE MOP(dIHA), MOTYT BIMATDH Ha CUT-
HaJIbHBIE IYTH, yIACTBYIOLIVE B BOSHUKHOBEHII
3yHa, 4epe3 CBOMU I[eHTpajIbHble PEleIITOPHI, pac-
[I0JIOKeHHbIe B 3a/{HEM pOre CIIMHHOTrO Mo3ra [12].

CIIMHHOTO MO3ra 4yepes addepeHTHbIE HeJlPOHBI 1/MN
HYICXOJAIE PEry/TATOPHbIE CUTHABI [7].

Creundnyeckue MeaMaToOpbl, BOBIEYCHHBIE B BO3-
HUKHOBEHIIe XOTeCTATHYeCKOTO 3yfla, OKOHYATeIbHO
He MAeHTUUIMPOBaHbl. OHU MOTYT BK/TIOYATh B CeO
HaKOIIeHNe CIelNPIIeCKNX BeIeCTB, BBI3bIBAIOLINX
3y [, IPEATIONIOKITE/IbHO IPUCYTCTBYIOLIVX B JKeT4n
(mpe>xjie Bcero, KeMYHbIe KICIOTBI), C HOBBIIIEHHBIMU
KOHIIEHTPAL[MAMI UX B II/Ta3Me BC/IEICTBIE XOIeCTasa,
CTUMYIALNeN HepudepndecKuX 4yBCTBUTETbHBIX
BOJIOKOH B KO)KHBIX HEPBHBIX OKOHYAHVAX /MU Ha-
pYyLIEHMEeM TOMeOCTa3a LeHTPAIbHBIX PeryIATOPHBIX
crcTeM (cepoTOHEepruYecKie My ONMOUIeprudecKue
CUCTEMBI).

JKETIHBIX KUC/IOT B CHIBOPOTKE KPOBY, HE3aBUCUMO
OT TOTO, BBOZJATCA IV IEPOPATIBHO B BUJIE XeTATOPOB
(XomecTupaMuH), Ha306MIMAPHOTO APEHAXKA MU X1~
pyprudeckoro orsefenns xendu [10]. Kpome Toro,
HalMeHTBl, CTPajalouiye IePBUIHBIM AeDUINTOM
JKETIHBIX KIMCTIOT, CTIBITHIBAIOT KOXKHBII 3], HECMO-
TP Ha TelaTOLe I APHDII X0/IecTas, ¥ y 9THX Ia-
I[MEHTOB COOOIIIAI0Ch 00 yCUTeHNN 3y/a B CIydaax
Hepeo3npPOBKY KemdHbIX kucnot [11]. Koppensius
MeX/Iy KOHL[EHTPaIjMeil )KeTYHbIX KIC/IOT B ChIBO-
POTKe KPOBM M MHTEHCHBHOCTBIO 3y/ja ellje He yCTa-
HOBJICHA.

STa MORYIALMS IPOMCXONNT IPU B3aMMOIEIICTBUU
MeX/1y IPONPUOLEITYBHBIM ¥ HOLMIIEIITHBHBIM
nyTamu. Ilepefiada cUTHaIOB 3y/1a KOHTPOIMPYETCA
nHrnb6mposaHueM adpepeHTHbIX 60IeBbIX HEPO-
HOB, KOTOpbIe CaMMl MHTMOUPYIOTCA BBICBOOOX Te-
H1eM omnnongos. Takum ob6pasom, Mopduii, Kak
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Pucynox 1.

Amnanorosas BU3yanbHas
LIKaia KOIMIeCTBEHHOTO
onpenenenns syaa. Onenka
ot 0 (6e3 3yna) go 10
(aKCTpeMabHBIN 3yH).
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OIIMOV/THbII aTOHMCT, MOXXET BBI3BIBATb 3y /1. DTOT 3y
YaCTUYHO OOPATUM IIOCTIe BBEJICHUA TAaKMX aHTaro-
HUCTOB MOpQUHA, KaK HaJIOKCOH, 9 (eKTUBHOCTD
KOTOPOTO IPOTUB XONeCTaTUIECKOTO 3y/ia Obina
IPOAEMOHCTPUPOBAHA B HECKOIBKIX HeOOMbIINX

CepOTOHUH

CepOTOHMH ABIAETCA HEIPOMEMaTOPOM B LIeHTPalb-
HOJI HepBHOII cucteMe. OH aKTUBEH B HOIMIIEITVBHON
perynAanum u B perynAanuy CUTHAIbHBIX Iy Teil 3y/a.

JinzodochartugHasa Kucnora

HepaBHO, KaK BeleCTBO, BhI3bIBalolIee 3y, ObIIa
ugeHTuuuMpoBaHa musopochaTngHas KUCIOTA
(JIPK) — HellpOHHBII aKTUBATOP, Y4aCTBYIOL ML
B Iepefade Heltpomarudeckoit 6omu. JIOK Berpaba-
TeIBaeTCsA U3 mu3opochaTnanIxonHa GepMeHToOM
ayrorakcuuoM (ATX) — nusodocdonumnasoit, yua-
CTBYIOIell B aHTUOTeHe3e ¥ Pa3BUTUM HEPOHOB.
Bryrpukoxxnaa napexnusa JIOK takxe BpI3bIBaeT
3yn y Mbiuieit [18]. B HeCKONMBKUX MCCIEeTOBAHUAX

MctamuH

KosxHblit 3y, Ipy KpallMBHUIIE, 9K3eMe, B OCHOBHOM,
00ycmoB/eH rucraMiuHoM. Ko)XHble 4yBCTBUTENbHBIE
apdepeHTHBIE BOJIOKHA pearupyoT Ha I'MCTaMIH de-
pes cuenudnyecknit perentop H1-R. Xorts B HekoTO-
PBIX CTyYasgX XPOHMYECKOTO X0/IecTasa cooO1Iamoch
O ITOBBILIEHUV KOHIIEHTpaluy r'MCTaMIHa B CbIBOPOT-
Ke Kpou, I'YICTaMJH, [I0-BUAVIMOMY, He SABJIAeTCA CIIe-
1duIecKnM MeUaTOPOM IPY XOIECTATIYECKOM 3Y/Ie,

0630p | review

KAMHUYECKUX uccneoBauusax [13-15]. ITosbienne
KOHILIEHTpallMy 9HIOT€HHBIX ONMOM/OB B IIJTa3Me
OTMEYa/IoCh y NAllMEeHTOB, CTPafaoIIX X0/IeCTaTH-
YeCKIM 3Y[;OM, HO OIISITh-TAaKV KOPPeJIsIIs He ObI1a
oueBuUHOM [16].

ITo-BUAYIMOMY, Y IAL{IEHTOB C XPOHMYECKIIM XO/IECTA30M
HapyIIeH TOMe0oCTa3 CEPOTOHIHEOBOIT CUCTEMBI I 13-
MEHEHBI U Tlepefiada CUTHAJIOB, M BOCTIpuATHe 3ya [17].

IAIVIEHTOB C XO/IeCTa30M ObIIO IPOJIEMOHCTPUPOBa-
HO, uTo yBenudenne ATX (koppenupyioliee C ypoBHEM
JIOK B mra3me), IpOMOPIOHATBHO NHTEHCHBHOCTH
syna [19, 20]. Koppenauusa mexxay camxennem ATX
U yMeHbIIEHNEeM UHTEHCUBHOCTH 3y7ia Obina 06Hapy-
JKeHa 1ocrie iedeH st pudpaMIMIMHOM Y/IU OTBEJIeHN-
€M >KeJT4M 13 XKeTYeBbIBOAAIIMX ITYTelL, 4TO [ieIaeT pu-
(dbaMINIVH [IepBBIM MeJUaTOPOM, KOPPENTUPYIOINM
C MHTEHCUBHOCTLIO 3y7a [21].

0 YeM CBUJIETeNIbCTBYIOT OTCYTCTBME XapaKTePHbIX
KO>KHBIX IPM3HAKOB 1 HeaPPeKTUBHOCTb aHTUTH-
CTaMMHHBIX IIpEIIapaToB P JIEYeH NN XomecTasa [22].

TaxyM 06pa3oM, IPONCXOKIEHME XO/IeCTaTHIeCKO-
IO 3y/ja IPe/ICTaB/IACTCA MHOTO(aKTOPHBIM, C y4aCTHU-
eM HEeCKOJIbKO MeIVaTOPOB, HEKOTOPbIE 13 KOTOPbIX
UTPAIOT HOAAEP>KMBAIOIIYIO POJIb, @ IPYTHE€ — POJIb
CHIep>KMBAIOLIYIO.

KonnuyectBeHHaA oueHKa MHTEHCMBHOCTH 3yAa

HeoTpemnempimM aclieKTOM OITUMAIBHOTO JIEYEHMA 3y/la
ABJSETCS 00BEKTUBHAS OLlEHKA ero MHTEHCHBHOCTIL.
OpnHaKo KOMMYeCTBEHHOE ONIpeJieNieHle MTHTEHCUBHOCTH
3yZia, 0cOOeHHO Y fieTelt, 3aTpysHeHo. Kpome Toro, nH-
TEHCUBHOCTD 3yJla MOXKET BapbUPOBATh B 3aBUCUMOCTH
OT LIMPKAJHOTO PUTMa, TeMIIEPATYPbI M BIaXKHOCTY OKPY-
JKaIoIell Cpefibl, HACTPOEHMA U AKTUBHOCTY peOEHKa.

B npaxTuke He cyuecTByeT IpOBepEHHbIX KIMHU-
4eCKIX MHCTPYMEHTOB MU OGMOIOTMYeCKIX MapKepOB
OIIEHKM MHTEHCUBHOCTU 3y/la, KDOME BU3yaTbHOM
aHaJIOTOBOJI IKAJIBL, IIPef/IoKeHHOoM rpynnoit [Tntepa
Yurrunrrona (pucyHox 1) [23].

TEPATNEBTUYECKAA CTPATEIMA
Hecneunduueckue metoapl ieyeHns

O6wume meponpuATuA

HesaBucumo oT NpuuMHBI 3y/a, C CAMOro Havasna
JIedeH N JOIKHBI OBITb IPUHATHI Pa3/INIHbIe 00 1e
MeponpuATusa. K HUM OTHOCATCA /e9eHNe KOXKHO-
ro Kceposa (e)KeJJHeBHOe HaHeCeHJe CMATYAIOINX
CPeACTB Ha KOXY, MCIIOJIb30BaHME C TEIMJION TeMIle-
paTypoil BOJbl KOPOTKUX AylIell BMECTO FOPAYMX
BaHH), IIPeIOTBPallleH}e 1]apallH Ha MOPaKeHHbIX

| yd

&

YT06BI ZOMIOMTHNUTD BU3YaNTbHYIO KA/, 3aII0/THEH-
HYI0 pe6eHKOM i/mnu (B 3aBUCHMOCTIL OT BO3PacTa)
ero pOgUTeNsAMM, MHTEHCUBHOCTD 3ya MOXKHO OlLie-
HUTD ITyTeM OIIPOCa M KIMHIYIECKOT0 06CIeJoBa N,
OIIEHKU 3yAIINX MOBPEXIEHMIT KOXKII, HaOTI0leHII
3a TIOBeJIEHUECKUMIL PEAKIVISIMIL M OLIEHKI KadyeCcTBa
CHa IyTeM OIIpefie/IeHNsI KOINIeCTBA HOYHBIX IPO-
Oyxpennit. COBOKYIIHOCTb 6a/1/10B, 00befIHIIOMAs
IapaMeTpBbl, TaKue KaK 5-MepHas LIKaja 3y[a Man
ony6/IMKOBaHHBI UTOrOBbIT 0T4eT 0 3yze (ItchRO),
HaT 60Jee TOYHYIO OLlEHKY MHTEHCUBHOCTY 3y/a
(tabmuia 1) [24, 25].

yd9acTKax Ko U nsberaHue HOUIEHUII ONMpefe-
JIEHHBIX TKaHel (HampuMmep, MIepCThb), KOTOPbIE
yCUIUBAIOT 3y/. [l MI0ObIX APYTUX COCTOSHMIL,
CBAI3aHHBIX C XO/IECTATUYECKMUM 3yIOM, CIeJyeT
MPUMEHATD CHeIMaJbHbIe METO/bI IeYeHN A, KOTO-
Ppble TOMKHBI TPOBOAUTHCH, eC/IN 3TO He0OXOAUMO,
CHeLMaTNCTOM.

N —— =
ot
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5-Tu MepHas WKana 3yaa

CKOJIbKO 4aCOB B JleHb BbI MICIIBITBIBA/IN 3y /I B IIOCTIeAHIE 2 Heflenu?

MeHee uem
I nuTenpHOCTb 6-12 yacos 12-18 yacoB 18-23 gyacos
6 yacoB Beco menp
3yna B JIeHb B [IeHb B [IeHb
B IeHb
6abt 1 2 3 4 5
IToxxanyiicTa, OLleHNTe NHTEHCYBHOCTD Balllero 3yZa 3a MoCaefHIe 2 HeflelIn
ITonmHOCTBIO N M " P Hespinocu-
CreneHb JIérkmit YMepeHHBI TsKénpit .
paspeleH MBI
6abt 1 2 3 4 5
3a moceHMe 2 Hefeny 3y CTasl Iydlle MM Xy>Ke II0 CPAaBHEHMIO C IIPefIbIAy UM MecsaeM?
3HaYUTENTHHO Hemuoro
[MonuocTrio mydiie, nmyduie, bes
Huuamnka . Yxypmunncs
paspenier HO BCe ellje HO Bce ele V3MeHEeHUII
HpI/ICyTCTByeT HpI/ICyTCTByeT
6aibt 1 2 3 4 5
OlLeHNTe BIMSHNE BalleTo 3y/ia Ha C/IefyIoliyie JeliCTBU 3a IIOC/IefHIe 2 Heflenn
3agepxuBaeT
3agepKuBaeT fep
Huxkorpma Muorma Yacro 3achlnmaHue
3acplIIaHue,
COH He BIMsET 3alepXKKI 3a/lepXKKI M 9acTo
nHorga 6yput
Ha COH 3aChIIAHUS 3aChITaHUs 6ynuT MeHs
MeHsI HOYbIO
HOYBIO
OrpaHmaeHus 6ase 1 2 3 4 5
JKU3Heses- Huxorpa Penxo Vspenka Bcerma
A A i pe Yacrto Bnuser A
TEeIbHOCTY Hocyr / He BINsET BIIUsIET BIIUsIET Ha o7 BNIMSIET
0611ecTBO Ha 3Ty Ha 9Ty Ha 9Ty v Ha 3Ty
NesATeNbHOCTD
IeATeNIbHOCTD [IeSATeNbHOCTD [esITeIbHOCTh NesATeNbHOCTD
6abt 1 2 3 4 5
oMalrHss pabora /
A P 1 2 3 4 5
TOPYy4YeHU st
Pa6oTa / mkona 1 2 3 4 5

OTMeTbTe, IIpUCYyTCTBOBAJI IN 3y B CIEAYIOIINX JACTAX BALIETO Te/Ia 3a IOCTIEAHNE 2 Henenm. Ecnn
YacCTy Te€la HET B CIIUCKE, BbI6€pI/IT€ Ty, KOTOpasi 6/1115Ke BCEro aHaTOMMYECKI.

TonoBa/BonmocucTas 4acTh rOOBBI

Crorsl/manbIibl HOT

Juno TTomomBeI

I'pynn JlagoHu

JKusot ITanpubr pyx

Crnuna IIpennnedns,
Pacrnipefienenite SAropuisr BepxHssA 4acTh pyK

TTOpa>KEHHBIX Touky KOHTaKTa C OfEeXK 0N
TIOBEPXHOCTe bénpa (Hampumep, 1osic,
Tena

HIKHee 6e/bé)

BerH}IH YacCTb HOT

ITax

TOJICYNTBHIBAETCA KOMMIECTBO 3aTPOHYTBIX YacTelt Tea (IIoTeHIuaabHasA cymma 0-16), a cymma
COPTUPYETCA 110 IATK 6ajIaMm:

cymma 0-2 = 1 6an,

cymma 3-5 = 2 6ana,

cymma 6-10 = 3 6anna,
cymma 11-13 = 4 6ana,
cymma 14-16 = 5 6annos.

YpcogesoKkcnxoneBas Kucnorta

IleTAM ¢ XpOHMYECKMM XOIeCTa30M LIMPOKO Ha3Hava-
eTcs1 ypconesokcuxonesas kucnora (YIXK) B cyrou-
HOIT lo3e 600 MIr/M* B CyTKu. ITa IMAPOGUIbHAS TPe-
TUYHAs KIC/IOTA yBEIMYNBAET CKOPOCTDb abcopbumm

Cneynduyueckne metoabl ieueHUA
bri1o npennox(eﬂo HECKOJIBKO }IeKapCTBeHHI)IX
HpenapaTOB O NTeYE€HUA XONE€CTATUYECKOTro

JlekapcTBeHHble npenapaTbl, BAVALME Ha 06MeH
Pugpamnuyun. Pubammuiny, aronnct PXR (peuern-
TOp nperHana X), AABAAeTCA MHAYKTOPOM (epMeH-
ToB 1uToxpoma P450 u, B vactoctu, CYP3A4. On

ruapodOOHBIX SKEMYHBIX KUCTIOT [26, 27]. TeM He MeHee,
eé 9 deKTUBHOCTD IIPY XPOHNYECKUX XO/IeCTaThye-
CKMX 3a00JI€BAHVSIX Y [ieTell, B YaCTHOCTH /IS YMEHb-
menns 3yza npu IICBIIX, mano adpdexrusna [28-30].

3ylla, KOTOpble PAa3JIMYAIOTCA IO MEXaHU3IMY
IeiCTBUSA.

KeNYHbIX KUCnoT

TIPOTUBOJEIICTBYET XOMeCTaTIYeCKOMY 3YAly 3a CUET
yCuIeHuA MeTabo/Iu3Ma BelleCTB, BbI3bIBAIOIINX 3V,
M BBIBEJIEHMIO UX TU/IPOKCUIMPOBAHHBIX GOPM Uepes

Ta6bnuua 1.
5-Tu MepHas MIKana 3yja
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nouku [31]. Kpome Toro, anTnbakTepuanbHblit 3¢-
¢dexT pudaMnunyHa B KUIIEYHNKE IIOTEHI[MATbHO
MOXKET M3MEHNUTD KJIIeYHBIII MEeTA00/IM3M BellecTs,
BBI3BIBAIOI[UX KOXHBII 3Y/. YUUTBIBAsI, UTO JIEIEHIE
XOPOLILO IePEHOCUTC, prdaMINIIH CIUTAETCA Tede-
HJeM [epBOIT IMHUY XO/IeCTaTUIeCKOTO 3y/ia y AeTeit
[32-35]. HasnavaeTcst puMpaMIUIMH B Ha4aIbHOI
fo3e 5 MI/KT e)XeJHeBHO B OJVH VM JIBa IIpueMa.
B cOOTBETCTBUM C KJIMHIYECKUM OTBETOM, /032 MO-
JKeT OBITh yBeIMYeHa C IIAaTOM 2 MI/KT, MAKCUMYM
10 20 MI/KT B CyTKH.

IToCcKOMBKY y B3POCIBIX ObLIN 3aperucTpupoBa-
HBI CTy4al JIeKapCTBEHHOTO TeNaTHTa, CBA3aHHOTO
¢ pupaMINIMHOM, MOXET IIOTPe6OBATHCSA KOHTPOIIb
YPOBHS TPaHCAMJHA3 B CBIBOPOTKE KPOBY B TeUEHIE
HECKO/IbKIX Hefje/Ib [TOC/Ie Hadasia Jede s pudpam-
IULMHOM [36].

Xonecmupamun. XonecTUpaMIUH ABACTCA UOHO-
0OMEHHOII CMOJIOJ, KOTOpasl ylIaBIMBaeT )KelTdHble
KJCTIOTBI 1, BEPOATHO, APYTHe BElleCTBA, BHI3BIBAIO-
e 3yf, B KumeaHuke. OH fjeiICTBYeT IyTeM YMeHb-
IIeHNA KUIIEYHO peabcopOumm KeTIHbIX KUCTIOT,
TeM CaMbIM yBeIMYNBasI X 9KCKpenuio ¢ KamoM. Tem
He MeHee, Xo/ecTupaMuH obnagaer HU3Ko addex-
TUBHOCTBIO, KOT/IA C )KeMYbIO B KMIIEYHUK BbIEIACTCA
JIMIIb He6ObIIOe KOMNYECTBO )KETIHBIX KIUCTIOT, YTO
MIMeeT MeCTO PV GOMBIIIHCTBE TAXKE/TbIX XOTIeCTaTH-
JecKUX 3ab0eBaHMII y feTeil (OMInapHas aTpesusii,
cunpgpom Anaxkuns, IICBIIX 1 u 2 Tuna). He Bcerga
umemomascsa 9GGeKTIBHOCTD U MI0Xasl IIePEHOCK-
MOCTB (TOIIHOTA, 3aI0p, Auapes, aljij03) OrpaHNIN-
BAIOT €T0 IIpMMeHeHue y aereit [37, 38].

0630p | review

Hosvie npenapamu:. HoBble mpenaparsl /14 Te4eHI A
TSAYKEJIOT0 X0/IeCTATIYECKOTO0 3y/la y B3POCTIbIX 1 JieTeil
B HacTosllee BpeMs npoxopAr ucnbitanus I1/111 ¢asst
KJIMHUYEeCKMX McnbiTaHuil. K HUM oTHOCATCA MHTU-
OUTOPbI HATPUII-3aBUCUMOTO IIEPEHOCYMKA XKeTIHBIX
kucnot (apical sodium-dependent BA transporter —
ASBT), pacrono>xeHHOr0 B TepPMIHATbHOM OTHeTIe
nopB3pourHoin Kumku. ASBT — karodeBoit aieMeHT
9HTEPOTeNaTNYeCKON LM PKYIALY XKeTIHBIX KUCTIOT.
ASBT obecmeunBaeT aKTUBHYI0 peabcopOLMIO SKe-
YHBIX KMC/IOT B IMIIeBaPUTENTbHOM TPaKTe, KOTOpPbIe
3aTeM IIOMAfAl0T B IOPTaIbHOE KPOBOOOpalleHNe
U TIOBTOPHO 3aXBaTbIBAIOTCA IeNaTOUTaMM. 3a CUeT
MHTUOMPOBaHUA peabcopOImm KeTIHBIX KUCTOT
B IIOfIB3/JOIIHOJ KMIIKE ¥ X 9KCKPELMN C KaJIOM, 9TU
MOJIEKY/IbI 9P (HEKTUBHO BBIIIOTHAIT XMMUYECKOE
BbIBefieHMe >Kemun. CooObI[aeTcss 0 MOMOKUTENb-
HBIX pesy/ibTaTax puMeHeHus nHrub6uropos ASBT
Y B3POCTIBIX C TIEPBUYHBIM OM/IMaPHBIM XOTTAaHTUTOM
[39]. B #BYX IpepiBapUTeIbHBIX VICCTIEIOBAHUAX Y Jle-
Tell C CUHAPOMOM ATIa>KUJIIA UIN C Pa3INIHBIMU
XPOHMYECKUMU XOJIeCTaTU4eCKIMM 3a00/IeBaHUAMNI
COO00LIAIOTCS IPOTUBOPEUNBLIe pe3yabTaTel [40, 41].
OTU MccIenoBaHMs JOCTYIHEL 10 agpecy https://www.
clinicaltrials.gov.

Jlpyras cTparerus TapreTHoi ¢apMakoTepanuu.
V mereii ¢ [ICBIIX 2 tura, nMenInx crenyuduieckue
MIcceHc myTanunnu B rene ABCBI1, in vitro 6511 mpo-
TecTupoBaH 4-peunnbyTupar (4-PB). Jleuenne 4-PB
COIPOBOXK/IAJIOCH KaHAMKY/I/LAPHOI pedKcIpeccuert
BSEP in vitro (a3 dexr manepoHa) u yayduieHnemMm
XO07IecTasa M 3yjla y 9TUX HALMeHTOB [42].

JNlekapcTBeHHble CpeACTBa, MOAYNMPYIOLME LieHTPanbHylo Nepefayy 3yaa

OnuoudHvie aHmazoHucmol. JledeHne XomecTaTu-
YeCKOro 3yZia C IIOMOI[bI0 HAaJTOKCOHA (BHYTPUBEH-
HO) WM HaJITPeKCOHa (per 0s), 4TO MOTeHI[MATbHO
npejosaaraeT xopomnii 3¢p¢pexT, OLeHnBaNoCh
B HeOOJIBIINX MCCTIeNOBAHUAX Y fgeTeit [13-15]. Otu
IBe MOJIEKY/IbI OIOKMPKYIOT 6MOIOrndecKnit ad-
dexT onmonoB (KOTOpbIE UMEIOT pa3peuIaouyo
aKTVMBHOCTD B OTHOLIIEHM Y HeMlPOHAIBHOII Ilepefjadn
CHUTHAJIOB 3y/ia) Ha YPOBHE LIEHTPa/TIbHBIX PeleITo-
POB B 3ajiHell YacTy CIMHHOTO Mo3ra. Hanrpekcon
JCIIONIB30Baca B Jo3ax oT 0,25 mo 5 MI/KT ¢ MaKCu-
MyMoM 50 Mr/fieHb.

Wneubumopol 06pammozo 3axeama cepomoHuHa.
HecKOnMbKO KIMHUYECKNUX MCCIE[OBAHNUIT ¥ B3PO-
cnbIX moKasanu 3¢ eKTUBHOCTD cepTpanyHa, MH-
ruburopa 06paTHOTO 3aXBaTa CEPOTOHMHA, IIPU

xXonecratudeckoM 3ype (43, 44]. IInunoTHoe nccnepo-
BaHIe y fieTell II0Ka3aJjIo, YTO y MalleHTOB, CTpaja-
01X pedpaKkTepHBIM K JIe4eHNUI0 pudaMINITHOM
B MaKCUMaJ/IbHO 103€ XO/IeCTATUIEeCKUM KOXXHBIM
3y/[IOM, 3HAYUTE/IbHOE YIy4lleHNe 3y/ja HaOM0aanoch
y 50% MmanueHTOB B IePBble TPU MeCALA JIeYeHU
[45]. CunraeTcs, 4TO IefICTBME CepTPaNHa Ha 3y[
OIIOCpeyeTCs IMOBbIIIEHNEM LIeHTPaJIbHOTO CepOTO-
HIHEPTUYEeCKOTO TOHYCa, KOTOPBIN caM peryanpyer
CUTHAJIbHBIE YT 3y/la IPAMO MU KOCBEHHO Uepe3
HOLIMIENITUBHYIO Nepefady. [lepBoHavaaIbHO CepT-
pa/MH Ha3Ha4ajICA B jo3e 1 MI/KT B CYyTKM, KOTOpas
IIOCTENeHHO YBe/IMYMBA/IaACh O MaKCHMMA/IbHO O3B
4 MT/KT B CyTKM B 3aBUCUMOCTY OT KJIMHUYIECKOTO
oTBeTa. He pekoMeHyeTCs IpyU MeYeHOYHON HeJo-
CTaTOYHOCTH.

MNHBa3nBHbIE TepaneBTUYeCKe NoaxXoabl K Tepannn

VHBasuBHbBIE METOABI IEI€HSI MOTYT OBITH PAaCCMO-
TpeHbl Ipy Heda)PEKTUBHOCTY TEPANIEBTUIECKNX CIIO-
c060B JTeYeH M.

Omeederue Henuu/u3onayus n008300UHOT KU~
ku. Xupyprudeckoe BHyTpeHHee VIV HAPYXXHOe
BBIBeeHIE XKeTIM VIV XUPYPriwdecKas N30/saIys
MO/ B3[JOIIHOI KUIIKY MOTYT OBITH BBIIIOTHEHDI
y AU UEHTOB, CTPAAIINX pePpPAKTEPHBIM K KOH-
CepBAaTMBHOMY JIEYEHNIO XOTIECTATUYECKNUM 3YOM
C LIe/IbI0 YMEHDIIEH Vs peabcopOIy )KeTIHBIX KI-
CJIOT B MOJAB3[IOIIHOM KuIlKe (IpepblBaHNE SHTEPO-
remaTNIecKoil UUPKY/IALNN) M CHIDKEHNS UX KOH-
LeHTpauun B cbiBOpoTKe. P PeKTNBHOCTD MI0X0

mpefcKasyeMa, HO OOHa/feXXMBAOLIVIe Pe3yIbTAaThI
6bu1n 3apeructpuposansl npu [ICBIIX 1 u 2 tuna
[46]. AnpyopHbIit TecT 3P PeKTUBHOCTI ITOI CTpaTe-
TMU C TOMOIIBIO SH/IOCKOIINYECKOr0 Ha300M/INapHOTO
IpeHaka IjefiecoobpaseH Iepey BRIOTHEHMEM X1-
pyprudeckoro BriBefieHM A xemun. Kpome Toro, aupo-
CKOIMYeCKNIT Ha300MIMaPHBII [PeHaK MOXKeT ObITh
MCIIOIb30BaH /1A JIeYeH VS IIPUCTYIIOB [OOPOKadeCT-
BEHHOTO PelUVBYUPYIOIIEr0 BHYTPUIIEYeHOTHOTO
xomecrasa [47, 48].

SkcmpaxopnopanvHoLii Ouanus kposu: (Cucrtema pe-
LVPKYIALNY MOJIEKY/IAPHOT0 aficopberTa— Molecular
Adsorbent Recirculating System — MARSTM).



MARSTM — sTo npornefypa sKCTpaKOpIOpaTbHOII
OYMCTKY KPOBM U yZla/leHM A BBI3bIBAIOLINX 3y} KOMIIO-
HEHTOB, CBSA3aHHBIX C A/Ib,OYMIUHOM (KeTYHBIX KUCIOT
U IPYTUX, ellle HeJOCTaTOYHO MAEeHTU(DUIIMPOBAHHbIX,
MennaTtopos). DddeKkTHBHOCTS MeTOA pK pedpak-
TEPHOM XOJIECTATIYeCKOM 3y[e Obl/Ta OTMeUeHa y B3po-
CIIBIX C IePBMYHBIM OMIMAPHBIM XOMAHTUTOM (TakoKe
M3BECTHBIM KaK IIePBUYHBIN OVIMAPHBI IUPPO3),
BHYTPUIIEYEHOYHBIM X0/IeCTa30M OepeMEeHHbIX 1 Y Jie-
Teit ¢ xpoHudeckum remarutom C [49, 50].

OpHaxo, MHBA3UBHBIN U TAXKENbI XapaKTep Mpo-
Lelypbl, CONPOBOX/AIOWNIICA KaTeTepusalnuen
LIeHTPa/IbHON BEHBI U TOCIIMUTANIN3AIMEN B OT/eNe-
HIe MHTEHCUBHOI Tepanuu, B COYeTaHUM C TPAH3U-
TOpHOI 3 PEeKTUBHOCTDIO B TeUeHNE HECKONBKIX

TepaneBTuuyeckue pekomeHgauuu
PasHo06pasie MeTOOB Tepalny, peaaraeMblX Ji/si
JiedeHn A ieTell C XpOHMYeCKMM X0/IeCTa30M, OTpaXkaeT
HeOIIpe/Ie/IeHHOCTb NaTO(U3NONIOrMYecKIX MeXaH!3-
MOB, OTCYTCTBYE 3HAHUI O BCEX BOB/IEUEHHBIX MeJIN-
aTOpPaX, BbI3BIBAIOIINX KOXKHBIN 3y, U TPYSHOCTEIL,
CBSI3aHHBIX C KIMHIYECKMMU UCCTIETOBAHUAMMI Yy fleTel
C 1Ie/IbI0 OLIEHKY Pa3IMYHBIX METOMIOB JIedeHNA. DTU
TPYAHOCTU MOXXHO OO'BACHUTD HECKOTIBKMMU (pakTOpa-
M, B YaCTHOCTY CyO'beKTUBHBIM XapaKTepOM OlIfylIie-
HIA 3y/1a, OTCYTCTBUEM CIlelnp1yecKux OuoMapkepoB
U PEIKOCTBIO XO/IECTaTYeCKUX 3a00/IeBaHMIT Y TeTelL.
B orcyTrcTBUE KOHTPONMMPYEMBIX UCC/IEMOBAHNMIA

TPYAHO YCTAaHOBUTD PEeKOMEH AL 1M 10 JIEYeHNIO XOJIe-

CTaTUYeCKOro 3yza y feTeil. TeM He MeHee, [/ meTeit

C XO/IeCTAaTUYeCKMM 3Y/IOM IIPefI/IaraeTcs Cie y o

TepareBTIYeCKIII OAXOF [52]:

o BCer/ja CIefiyeT OCYIIeCTBIIATD YXOf 38 KOXKeil (B TOM
4IICTIe YBIaXKHeHMe) 1 0buine IpodumakTideckie
MepOIpUATHA;

e Ba)KHOE 3HaYeHMe MMeeT JieueHe IPUYMHBI X0JIe-
crasa, 0COOEHHO B CTy4YasiX BHEIIEYEHOYHOII 06-
CTPYKUMM. HecIlenpIYecKIM IeYeHIeM XpOHMYe-
CKOTO XoriecTasa saBasercs ucrnonb3doanne YJIXK,
YUUTBIBAs €€ KeMUeTOHHYI0 aKTUBHOCTD;

ABTOpr 3aABNAT 00 OTCYTCTBUNM KOH(I)J'IV\KTa MHTEpPeCOoB.

Xonectatnyeckuit KoxHblit 3ya y peteit | Cholestatic pruritus in children

HeJie/b, — OrPAaHMYMBAIOT IOKA3aHVS K IPUMEHEHUIO
3TOr0 METOMA JIeYeH s ¥ JleTelt.

AJIBTepHATUBHO, KaK 607Iee JOCTYIIHASI IPOLeAypa,
npepnaraercs maasmadepes. OgHako coobueHns
03¢ PeKTUBHOCTH €ro UCIIONIb30BAHNIA /151 yMEHbIIIe-
HUS XOJIECTATUYECKOTO 3y/ja OTPAHNIMBAIOTCS B3PO-
C/IBIMM ManedTamu [51].

Tpancnaaumayust newenu. JJs geteit ¢ peppax-
TEPHBIM K JIEYEHNIO U TPYLHOU3/IEIVMBIM X0/IECTATH-
YeCKMM 3y[OM MOXKeT IPOBOAMUTCS, KaK OCTaBIIMIICS
BapMaHT, TPAHCIUIAHTALM S [TeYeH . B cBeTe cephesHo-
rO HETaTMBHOTO BIVSIHM KOKHOTO 3y/ja HA KA9€CTBO
JKU3HM Y HEKOTOPBIX JieTell, 9TOT METOJ MOXeT ObITh
JICIIONIB30BAH VI [PV OTCYTCTBUY IT€YEHOTHOI HeO-
CTaTOYHOCTIL.

« BKayecTBe TePAINY IePBOJ IMHUM PEKOMEHYeTCA
pudamnuims;

 €C/IU 3yJ| He TIOAJAeTCA JIeYeHMI0, HeCMOTPS Ha Jie-
yeHye puaMINIIMHOM ¥ BBIIIOJIHEHNE 0OIINX
7e4e6HBIX MEPOIPUATUIL, He0OXOAMMa OLleHKA
B CHELMaTM3MPOBAHHOM OTJEIEHUN J/IA Ollpefe-
JIeHV A TTOC/IeNY 0Ll CTpaTerny TepaneBTUYecKon
TIOMOIII;

e B KayecTBe BO BTOPOl IMHWUM TePAIINN MOTYT ObITD
VCTIONb30BAHBI CEPTPATIMH U ONMON/HbIE AHTATO-
HUCTHI (HaJIOKCOH);

o VHBAa3MBHBbIE IPOLEAYPHI CIeAYyeT 06CYXAATh
B Ka)K/JOM KOHKPETHOM CJly4ae B 3aBUCUMOCTH
OT XapaKTepa 3a00/IeBaHUA U IPeANIOYTEHNUII TTa-
nuenTta/cempu. B cnydaax IICBIIX 1 wm 2 Tuna
HPefIIOYTUTEIbHBIM OOBIYHO ABJIACTCS BbIBEICHME
JKeTYHOTO IMPOTOKa;

o Korga pedpaKTepHBINl K JTeYeHNI0 KOXKHBIN 3y]1
CUIBHO BNIMAET Ha Ka4eCTBO XXM3HU, BO3MOXKHA
TPaHCIUIAHTALMA TIeYeHN.

B saxroueHme, feMOHCTpanA 3G GeKTUBHOCTI HO-
BBIX JIEKapPCTBEHHBIX IIPEIIapaToB, padpadaTbiBaeMbIX
B HaCTosIIee BpeMs, MOKeT U3MEHUTD TepaneBTHye-
CKYIO CTPATETNIO XOTIeCTATIYECKOTO 3ya B Oy AyLIeM.

CTaTbA BbINOMIHEHA B pamKax [0C3afiaHnA «AHaU3 KIMHUKO-TEHETYECKOro NONMMOPGI3Ma UHBANUAN3MPYIOLINX
MOHOTeHHbIX 3ab0neBaHuit y ieTelt 414 NPOrHO3MPOBAHNA X TeYEHWA 1 ONPeAeNeHA MONeKYNAPHBIX MULLEHE ANA
onTuMu3aumm nedeHna». Ne rocpernctpaunn AAAA-A18-118051790107-2
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