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Pe3iome

Bsedenue. Xonectarndeckue 3a601eBaHU s MIEYSHHU SIBISIOTCS aKTyaIbHOM MPOOIEeMOI COBPEMEHHOI raCTPOIHTEPOJIOTUH IETCKOTO
BO3pacTa, MOCKOJIbKY OKa3bIBaIOT CYIIIECTBEHHOE BIMSTHUE Ha KAYeCTBO XXM3HU HE TOJBKO AETei, HO U CEMbU B 1IEJIOM, YACTO MPU-
BOJISIT K MHBAJIUIN3AIIMH, BHICOKOM JIETAJIbHOCTH, a TAKKE SBJISIIOTCS OMHUM M3 OCHOBHBIX ITOKa3aHMU M K TPAHCIIAHTALIUY TTEYeHU.
B nenuaTpuyeckoii mpakTUKe pa3IndHble 3a00IeBaHUS TTIEYeHU MOTYT ITPOSIBIISITHCST XOJIECTa30M, KOTOPBII ITpeACTaBIIsIeT COO0M
MaTOJOTrMYECKM I MPOIIeCC, XapaKTepU3YIOIINIiCcs HapyIIeHUeM CUHTe3a UK OTTOKA XKeJTYM, YTO IPUBOIUT K HAKOTIJICHUIO €€ KOM-
MMOHEHTOB ((KETYHBIX KMCJIOT, OMJIMPYOMHA, X0JIeCTeprHa) B OpraHu3Me U ITPOTrpecCcupyIomeMy MOBPEXIACHNIO MTeYeHOUHOM TKaHU.
JlaHHO€ TTATOJIOTMYECKOE COCTOSIHME MOXKET ObITh 00YCIOBJICHO aHATOMUYECKUMK OOCTPYKIIMSIMM, aHOMAaJTUSIMU Pa3BUTUSI CTPYKTYP
OUIMapHON CUCTEMBbI, MHMEKIIMSIMU Pa3JIUIHON STUOJIOTUH, METAaO0JINIECKUMU 3a00IeBAHUSIMU MJIM TeHETUYECKH AeTEPMUHM -
pPOBaHHBIMHU AedeKTaMK PePMEHTHBIX U TPAHCITOPTHBIX CUCTEM, TPUBOISIIMMHK K HAapYIIEHU IO TTPOIECCOB CUHTE3a U 9KCKPELIUK
KETIHBIX KUCIIOT, @ TAKXKe TTOBPEXIEHUIO TeMaTOLMTOB 1 SIMTUTEIHATbHBIX KJIETOK XeJTYHbBIX TPOTOKOB.

Lleab pabomui. PacckazaTh Ha KJIMHUYECKOM MpUMeEpe 00 OHOM U3 PeIKMX F’eHETUYECKUX MATOJIOTU i — MPOrpeccupyolleM ceMeiiHoM
BHYTPUIIEYEHOUHOM XO0JIiecTase 3-ro TUIa. DTo ayTOCOMHO-pelieCCuBHOE 3aboJieBaHMe, 00ycoBIeHHOoe nedekTamu reHa A BCB4,
KOAMPYIOIIEro TpaHCTIOPTHHIM 6e1ok MDR3, oTBeTCTBEHHBI 3a cekpelinio GocdoJUnuaoB B XKelub. 3a00eBaHUe MaHU(ECTU-
pYyeT B paHHEM JI€TCKOM BO3pacTe M XapaKTepU3yeTcsl MPOrpecCUpyOIIUM X0JeCTa30M, MHTEHCUBHBIM KOXKHBIM 3YI0M, 3aIePXKKOIM
(buzmyeckoro pa3BUTHSI U BHICOKUM PUCKOM (hOPMUPOBAHMSI IIMPPO3a MedeHu. JnarHocTrkKa mporpeccupyoinero CeMeiiHOro BHY-
TPUIIEYEHOYHOTO X0JIecTa3a 3-To TUIIA MPEACTABISET 3HAUUTEIbHbIE TPYIHOCTH BBUAY OTCYTCTBHU S TATOTHOMOHUYHBIX KIIMHUYECKHX
MPU3HAKOB U TPeOYeT MPUMEHEHU I MOJIEKYISIPHO-TEHETUUECKMX METOIOB Bepu(UKaIIMU.

3akarwuenue. B cTaTbe peAcTaBiIeH KIMHUYSCKUI Cydail TPOrpecCUPYIOIIero CeMeiHOTO BHYTPUITEYEHOYHOTO X0JIecTasa 3-To
THUIIA Y IeBOYKH, TMAaTHOCTMPOBAHHOTO B Bo3pacTe | roma 6 MecsilieB, ¢ MOATBEPXK IeHHOW TOMO3UTOTHOM MyTaruei ¢.2534G>T B reHe
ABCB4. BriepBble B 0T€UECTBEHHOM MPaKTUKE OMKCAH OMbIT IPUMEHEHU S OIeBUKCUOAaTa, CEJIEKTUBHOIO MHTMOUTOPA KUILIEYHOTO
TpaHCIOPTepa XeTIYHBIX KMCIIOT, y TaHHOW KaTeropuu MalMeHTOB.

KioueBble ciioBa: xoJlecTaTUUeCKHe 3a00JIeBaHU ST IEYSHU, TTPOTPECCUPYIOIINIA CeMEHBII BHY TPUIIEYeHOYHBIH XoJiecTa3 3-To THTIA,
ONeBUKCUOAT, MHTMOUTOP KUIIIEIHOTO TPAHCITOPTEpa KeJTUHbBIX KUCIIOT, XOJeCTaTUUECKU I 3y, )KeTIHbIe KUCTOTHI
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Abstract

Background. Cholestatic liver diseases represent a pressing issue in modern pediatric gastroenterology. They significantly impact the
quality of life of both children and their families, often lead to disability and high mortality rates, and are a primary indication for liver
transplantation. In pediatric practice, various liver diseases can manifest with cholestasis, a pathological process characterized by impaired
bile synthesis or flow, leading to the accumulation of bile components (bile acids, bilirubin, cholesterol) in the body and progressive dam-
age to liver tissue. This pathological condition can be caused by anatomical obstructions, developmental anomalies of the biliary tract
structures, infections of various etiologies, metabolic diseases, or genetically determined defects in enzymatic and transport systems.
Objective. The purpose of this study is to provide a clinical example of a rare genetic disorder, progressive familial intrahepatic cholestasis
type 3 (PFIC-3). These defects disrupt the processes of bile acid synthesis and excretion and cause damage to hepatocytes and epithelial
cells of the bile ducts. One rare genetic pathology is Progressive Familial Intrahepatic Cholestasis type 3. This is an autosomal recessive
disease caused by defects in the A BCB4 gene, which encodes the MDR3 transport protein responsible for phospholipid secretion into bile.
The disease manifests in early childhood and is characterized by progressive cholestasis, intense pruritus, failure to thrive, and a high risk
of developing liver cirrhosis. Diagnosing Progressive Familial Intrahepatic Cholestasis type 3 presents significant challenges due to the
absence of pathognomonic clinical signs and requires the use of molecular genetic methods for verification.

Conclusion. The article presents a clinical case of Progressive Familial Intrahepatic Cholestasis type 3 in a girl, diagnosed at the age
of 1 year and 6 months, with a confirmed homozygous mutation ¢.2534G>T in the ABCB4 gene. For the first time in Russian practice, the
experience of using odevixibat — a selective inhibitor of the intestinal bile acid transporter (IBAT) — in this category of patients is described.
Keywords: cholestatic liver diseases, progressive familial intrahepatic cholestasis type 3, odevixibat, ileal bile acid transporter inhibitor,
cholestatic pruritus, bile acids
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OTJIAaCHO JIMTePAaTyPHBIM TaHHBIM, HanboJiee pacipo-
CTpaHEHHBIMHU CITeN(MUISCKUMU 3TUOJIOTNYECKUMU
(akTopamu xosiectasa y geTeil paHHero Bo3pacTta siBJisi-
I0TCSI:

aTpe3nst BHETIEYEHOYHBIX XKeTIHBIX MTPOTOKOB (15,9-25,89%);

nHdexkmonuwit renatut (11,47-30%);

XoJjiecTas Ha (poHe mapeHTepaabHoro nutanus (5,6-6,44%);

HapylueHus ooMeHa Benects (4,37-13,9%);

neduunt aabba-l-anturpuncruna (4,14%);
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nepruHaTajJbHas Tunokcusi/uiemus (3,66%);
MeTaboIMUeCKU aCCOLIMUPOBaHHasI XKUPOBast 00JIe3Hb Teve-
Hu — MAXB (3,2%).

Haubonee pacripocTpaHeHHOI 0OHapykMBaeMoil MHMEK M-
eil aBasieTcs nutomeranosupyc (31,51%), a Haubosee pacnpo-
CTpaHEHHBIM MeTab0TNYeCKUM 3200 IeBAHUEM — raJaKTO3eMU st
(36,49%). UnnonaTuyecKunii HeOHATabHBIM T€MaTUT BCTPEUaeTCs
B 25,8-26,0% cnyyaeB. [eHeTMUeCKMe UATrHO3bI yCTaHABIMBA-
1o1cs y 43,9% nanumeHToB (HanboJiee yacThle M3 HUX — A€ PUILIUT
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MeaunaTpuna

LIUTPUHA, CUHAPOM AJIaXX WIS, TPOTPECCUPYIOLIUI ceMEMH bl i1
BHYTPHUIIEUEHOUHBI X0JiecTas, BPOXKIEHHbI nedeKT cuHTe3a
x)enquHbIx kucnoT — KK, 6one3Hb Bunbcona) [1-3].

B nocienHue ronbl orMevyaeTcst TeHASHIMS K POCTY YMcia AeTei
crapiero Bo3pacra ¢ MAXKB, rermarutoM Ha (hoHe peBMaToI0ru-
yeckux 3aboJieBaHU I U cOKpallleHue OOJIbHBIX LIUTOMETraTIOBU-
PYCHBIM IrenaTUTOM U KeTYHOKAaMEHHOI 00ie3Hblo. Takue nato-
JIOTUYECKME COCTOSIHU S, KaK JIEeKapCTBEHHOE MOpakeH e MeYeH !,
CBSI3aHHOE C MapeHTepaJbHbIM MUTAHUEM, 3JIOKAYECTBEHHbIE
1 100poKayecTBEeHHbIe 00pa30BaHM sl ITOrO OpraHa, ayTOMMMYHHbIE
U SHJIOKPUHHBbIE (ITATOJIOTU sl LIUTOBUAHOM XKeJIe3bl) HapyLLIeH S,
COCYIMCThIE/UIIEMUYECK e 3a001eBaH U TIeYeH U, OOHAPYKMBAIOTCS
C OTHOCUTEJIbHO CTaOuIbHOM TeHaeH el B ociaenHue 10 get [2, 5-8].

Jlo Hauaa XXI Beka K HacJIeICTBEHHBIM 3a00JIeBaHUSIM, aCCO-
LIMMPYIOIIMMCS ¢ HApYILIEHUEM OTTOKA KeJIUM U3 MeYeH U, OTHOCU-
JIV IPOTPECCUPY IO CEMENHBIN BHYTPUIIEYEHOUHBII X0JIeCTa3
(ICBX) 1-3-ro TumoB, 100pOKaYeCTBEHHbII Pl I BUPY IOLIU A
BHYTPHUIIEUEHOUYHBI I X0secTa3, CUHAPOM AJIaXXK WIS, Hacael-
cTBeHHbIe AedeKThl cuHTe3a KK, MyKoBUCIIMI03, HEAOCTATOU-
HOCTb ajibtha-1-aHTUTPUTICMHA U HEKOTOPbIE IPYTHe HApyLIEH U ST
[9]. baaronapst pa3BUTHIO MEIUILIMHCKOM TeHETUKU U ITPUMEHEH U IO
HOBEMILINX MOJEKYISIPHO-TEHETUYECKX METOIOB UCCIIEOBAHU ST
B HACTOSIIIIee BPEMsI HACUUTBIBAaeTCsI 6oJtee 16 Ipyrux reHeTUYeCKIX
3200JIeBaHU A, TPU KOTOPIX MOXET HAOII01aThCsl 3aTSIXKHOE TeUEHME
X0JIECTa3a y HOBOPOXXJIEHHBIX (HarpyuMep, CMHIAPOM HEOHATAIbHOTO
UXTHO3a — cKJepo3upytoulero xonanruta, NISCH, nenocrarou-
HOCTb BUJIMHA U Ap.) [10]. Tak, Hanmpumep, Ha CErOAHSIIHUI IeHb
B 6a3e naHHbIX Online Mendelian Inheritance in Man (OMIM) onu-
caHo 13 moarunos [TCBX, Kaxblil U3 KOTOPbIX aCCOLIMUPYETCS
C Pa3HbIMU F€HETUYECKUMU JeeKTaMU U KTMHUYECKUMU (PeHo-
TUIIAMU, XOPOIIO U3YYEHbI IUIIIb 7 HOATUIIOB [11].

TICBX npeacrasisieT coO0l rpynny peaKux reHeTUYeCKUX
3a00JIeBaHU ¢ ayTOCOMHO-PELECCUBHBIM TUTIOM HACIeIOBaHMS,
BbI3BaHHBIX Ie(heKTaMU T€HOB, KOTOPbIE OTBEYAIOT 32 9KCIpec-
cu1o 6ejiKa TpPaHCMOPTHBIX CUCTEM IeMaTOLMTOB, YTO MPUBOIUT
K HapylieHuo akckpenu KK v Apyrux KOMIMOHEHTOB XeT4u
yepes KaHajbleBylo cucteMy [11, 12]. HecMmoTpst Ha onpeaeieH-
Hble pa3auuus, Bce Tunbl [ICBX xapakTepusyoTcs eTMHbIMU
MaToU3n0JIOTMYECKUMU MEXaHU3MaMU U CXOIHOM KITMHUYECKOI
kaptuHoii. [Tpu Bcex Tunax 3aboneBanus B 10-20 pa3 noBbilaeTcst
CBIBOPOTOUHBIH ypoBeHb KK, UTO sIBASIeTCS MPUYUHON UHTEH-
cuBHOro 3yaa. KapamHaJlbHBIM 1UarHOCTUYECKUM MTPU3HAKOM
oosnbmimHcTBa TUNOB [TCBX siBNISIETCSI OTCYTCTBYE MOBBIIIEH U ST
y-TayTamuHTpaHcnentuaassl (Y-I'TT) npu BBICOKOM ypoOBHE
menouHoit pocdarassr (LLID) n KK.

TICBX-3, obycnoBneHHblil fechektramu reHa ABCB4, 3aHu-
MaeT ocoboe MecTo: B otsinuue ot [ICBX-1 u [ICBX-2, npu Hem
HaOstonaeTcs nopwiteHue y-I'T'T, yTo uMeeT MpuHLIMTTUATbHOE
nuddepeHiInaabHO-1MarHocTUYecKoe 3HaueHue. K xapakTepHbiM
npusHakaMm Bcex TunoB [TCBX oTHocsTCSl remaToMeraius, cTe-
aTopesi, reMopparuyeckuii CHHIpoM, popMmupoBaHue Gpudposa
MEYEeHU C UCXOIOM B IIMPPO3. MOryT BCTpeuaTbCsi BHENIEUEHOUHble
MPOsIBJIEHU I, HATIPUMEDP, SHTEPONaTH I, TaHKpeaTuyecKasi HeJ10-
cratrouHocTb (pu [ICBX-1), xonecrepuHoBbie Kamuu (ITCBX-2
u 3), noteps cayxa (ITCBX-7 u 1), kapaiuomuonatus (ITCBX-7),
noyeuyHas auchyHkuus (ITCBX-12 u 13), orMevaloTcst BHICOKUE
PUCKU XOJIAaHTMOKApLMHOMBI (Mpu Tumax 2-4) [13].

Taxum 06pa3oM, xoJiecTas sIBJISIeTCsI TeTEPOreHHbIM COCTOSIHUEM,
BbI3BAaHHbBIM Pa3JIMUYHBIMU 3TUOJOTMYECKMMHU U MaTOreHeTUue-
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CKMMU MeXaHMU3MaMu, CIIeLIM(PUUHBIMU JT51 KaXK 01 OTAeIbHOI
Ho3oJsiornyeckoii opmel. BMecre ¢ Tem xosecTtas conpoBoxaa-
eTcsl PSIIOM OOLIMX CUMIITOMOB, TAKUX KaK UKTEPUYHOCTb KOXU
U CKJIepP, KOXKHBIN 3y, KCAHTOMBbI (I00pOoKauyecTBEeHHbIEe 00pa30-
BaHUSI Ha KOXE B BUJIE XKEJITOBATHIX OIS 1IeK UJTU Y3€JIKOB, COCTO-
sIME U3 XKUPOBBIX OTJIOXKEHU ), cTeaTopest U 3ajiepxkKa husuue-
CKOTO pa3BUTHUSI. XOJECTATUUYECKU I 3y SIBASIETCS UBHYPSIOLIUM
CUMIITOMOM MPU XOJIECTaTUYECKUX 3a00IeBAHUSIX MIEUEHU, YACTO
He MojAalmMest 00bIYHOM Tepanuu. OH MOXET ObITh HACTOJIBKO
BbIPaXKEHHBIM U CHUXATh KAYECTBO XU3HU peOeHKa 10 TaKOi cTe-
MEeHU, YTO CTAHOBUTCSI OCHOBHBIM (M €1MHCTBEHHbBIM) MOKa3aHU-
€M K TpaHCMJaHTaluU NeyeHu. YacToTa 1 TSKeCTh 3y/1a 3aBUCSIT
OT MPUYUHBI XosecTaza. C 0COOEHHO TSIKEIBIM 3YJ0M Y IeTei, Kak
MpaBuJio, cBsi3aHbl cuHApoM Anaxusist u [ICBX u pexe — ounu-
apHas aTpe3us U CKJIepO3UpYIONInii xonaHrurt [14, 15].

JleTsiM ¢ XpOHUYECKUM X0JIECTa30M IIIMPOKO Ha3HAvYaeTcs ypco-
ne3okcuxonesast kucaora (YIXK) B cyrounoit nosze 10-20 mr/kr/
cyTtku. McTropryecku oHa paccMaTpuBaeTcs Kak rpernapar nepBoi
JquHuU. DT1a ruapodunbHas TpetuuHas KK usmenset myn KK
Ha 6oJiee TuIAPOGMUIbHbI, TEM CAMBIM YMEHbIIIasi KOJTUYECTBO TOK-
cnuHbIX KK 1 yBenmunBas npoayKiuio xxemdu [16]. Tem He MeHee
ee 93(hHeKTUBHOCTD MPU XPOHUYECKHUX XOJIECTaTUYECKUX 3a00J1e-
BaHUSIX Y IeTe, B YaCTHOCTHU TSl yMeHbllleHus 3yaa npu [ICBX,
HU3Kasl, a B psifie cyvaeB go3o3apucumas [17, 18].

Jpyrum rnpenaparom, KOTOPblii Ha3HAYaeTCs 1151 Teparuu KOXKHOro
3yna, siBisietcs pudpammnuiinH, aronuct PXR (peuientop npertana X)
U MHIYKTOp (hepMeHTOB 1iuToxpoma P450 (B uactHocTu, CYP3A4).
OH NMPOTHUBOJEICTBYET XOJECTATUUECKOMY 3Y1ly 32 CUET YCUJIEHU S
MeTab01M3Ma BeLIECTB, BbI3bIBAIOILIMX 3y, U BHIBEICHUIO UX TUIPOK-
CUJIMPOBaHHBIX hopM uepe3 nouku [19]. [IpenapaTt Ha3HayaeTcst
B HayaJIbHOM 103 5 MI/KI/CyT B OMH WJIM IBa TIpreMa. B 3aBucu-
MOCTHU OT KJIMHUYECKOr0 OTBETA 3Ta 1032 MOXET ObITh YBeJIMYEHA
MOA3TAITHO Ha 2-5 MI/ KI/CyT Kaxble 15 nHeit, Makcumym 1o 20 mr/
kr/cyT. [1pu npueme pucdaMuiiMHa MOTYT BO3HUKATh TaKKE MOOOY-
Hble 39(PhEKThI, KaK TOLIHOTA, CHUKEHUE alIeTUTa, PUCK pa3BUTHS
renaTruTa, U3BeCTHa ero He()POTOKCUYHOCTb, YTO OTPAHUYMBAET
NpUMEHeHHUe npenaparta B rneauarpuieckoit nmpaktuke [20].

XosecTupaMuH — npenapar, cssbiBaroluit 2KK, odbpasyet kom-
TJIEKC C HUMU U BBIBOJUT €r0 U3 OPraHnW3Ma, TEM CaMbIM CHUXast
oOpaTHblit 3axBaT KK B nuctajbHOM OTAe/Ie TOHKOW KUILIKHU.
Hasnauaercs B no3e 240 Mr/Kr/cyTku Ha 3 mpueMa, MaKCUMaJbHO
8 r/cyTku. OnHAKO MpU MpUeMe 3TOro Mpernapara MOXeT Hapy-
LIUThCS BCAaCbIBAHUE XKUPOB U XKMPOPACTBOPUMbBIX BUTAMUHOB,
neUIUTY KOTOPBIX MOJBEPXKEHbI IETH € X0JIeCTaTUYeCKMMU 3200~
sneBaHusimMu neyeHu [21]. He Bcerna nocturaemasi 3¢ GeKTuBHOCTh
U T1J10Xast TEPEeHOCUMOCTh (TOLIHOTA, 3aMop, Auapesl, alua03)
TakXe OrpaHUYMBAIOT €ro MIPUMEHEHWE B IIeNMaTpUIeCcKoi Mmpak-
THKe [22, 23]. ChenyeT OTMETUTb, YTO HA CETONHSIIIIHUI IEHb X0Jie-
CTUpPAaMUH He 3apeructpuponaH B POD.

TpanuiimoHHOE Ha3HAYEHUE AHTUTUCTAMMHHBIX MTPENapaToB st
JIEYEH U ST XOJIeCTaTUYECKOro 3y/1a y AeTell He ONpaBIaHHO, TOCKOJIBbKY
OHU MaJiIo3(hGEKTUBHBI, HE TTOAXOST AJs AJAUTEJIBbHOIO ITpUeMa
M 4acTo BbI3bIBAIOT COHIMBOCTH [20, 21]. K nekapcTBEHHBIM cpef-
CTBaM, MOAYJIMPYIOUIUM LIEHTPAJbHYIO Nlepeaayy 3yaa, OTHOCST
aHTaroHUCThI ONTMOUIHBIX PELENTOPOB, TAKMX KaK HAJTPEKCOH
[24], koTopblii Ha3HavaeTcs B go3e 0,25-0,5 MI/Kr/cyT (MaKCUMyM
50 mr/cyTku). B HacTos1ee Bpems B IMTEepaType Majio JaHHbIX
00 UCMOJIb30BAaHU U OMUOUTHBIX AHTATOHUCTOB JUJTSI JISYEH U ST XOJIe-
CTaTMYECKOro 3y/1a y aeTeil. Mi3BecTHO, YTO Cy1LIECTBYET PUCK pa3BU-
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THSI TOJIEPAHTHOCTH K TIPErapaTy u3-3a MOCTOSTHHOTO BO3ACUCTBUS
OIMMOMIHBIX AHTATOHUCTOB, YTO MTPUBOIUT K CHYKEHUIO 9P hEeKTUB-
HOCTH Tepaliui, BOSHUKHOBEHMIO TAaKMX TTOOOYHBIX 3(D(PEKTOB, KaK
TOIITHOTA, TOJIOBOKPYKEHNE, TTPUIUBBI, COHJIMBOCTD U MBIIIIEYHbIE
CyIOPOTY, CHMIITOMbI OTMEHbI OITMOUAOB [25].

B a1y e Tpynity nmpenapaToB BKIIOUEHbI HHTHOUTOPBI 00paTHO-
ro 3axBara cepoToHuHa. [TugoTHOE HccaenoBaHue MOKa3ao, YTO
y 50% neTeii ¢ XomecTaTMIeCKUM KOKHBIM 3YIIOM, pe(pakTepHBIM
K JIe4eHHI0 prudaMITUIIMHOM B MAKCMMAaJIbHOM 103€, B TIepBbIe TPU
Mecsila JedeHK sl HaGTI00aJIoCh 3HAYUTEIbHOE yay4dlneHue [26].
Ho3a cepTpaymHa cocTaBiisieT 1 MI/Kr B CyTKU (MaKCUMaJIbHO
4 MT/KT/CyT) B 3aBUCMMOCTH OT KJIMHUYecKoro oTeeta. [Ipenapar
He PeKOMEH/IyeTCsI TP TIeYeHOUHOM HeOCTaTOYHOCTH, TOOOYHBIE
3(heKTHI MOTYT BKJTIOYATh BO30Y K IeHUE, KOXKHBIE PEaKIIH U PBOTY
[20]. TTpu HeahhEeKTUBHOCTU KOHCEPBATUBHON Tepanuu 1151 Jieue-
HUsI KOXXHOTO 3y/1a UCTIOJTb3YeTCsl XUPYPrUUecKoe IIIyHTUPOBaHHE
KETYEBBIBOISIIMX ITyTei, HAIIpaBJIeHHOE Ha CHMKEHME HAKOTUTCHUST
KK B neueHu, a Tak:ke ee TpaHcraaHTauus [27, 28].

OTtcyTtcTBre 9 GEKTUBHBIX, HOMHBA3WBHBIX METOMIOB JICYSHU ST
X0JIECTaTUYECKOrO 3y/1a Y IeTeH MOCTyXKUJIO TOJTYKOM JJIsI pa3pa-
OOTKM HOBbIX (DapMaKkoJOrnyecKux npenaparoB. MHrubuposaHue
kumegHoro TpaHcnoprepa KK — HoBast TepaneBTHYecKast KOHIIETI-
LU S JJTST JISYSH U ST X0JIeCTaTMYeCKOro 3y1a U IIPOrpecCupoBaHU s
X0JIeCTaTUYECKUX 3a00JIeBaHU i TTeueHU. JIlekapCcTBEeHHBIM npe-
rmapaT OieBUKCUOAT — 3TO CeJIEKTUBHBIIN, 00paTUMBbIi UHTHOUTOP
HaTPUIi-3aBUCMMOTO ITEPEHOCYMKA KETIYHBIX KUCJIOT MOIB3IOLTHOM
kuiku (IBAT), cHuxatomuit oopatHbiit 3axsat KK B ku1iieuHuke
MpyY MUHUMAaJIbHOM CUCTEeMHOM Bo3aeicTBuu [29]. OneBukcudar
BriepBbie 0100peH B CIIA B 2021 rony st neyeHust 3yna npu [ICBX
y NalMeHTOB B Bo3pacTte > 3 MecsileB U B EBporneiickom Coro3e
1 BenukoGpuTaHUM TSI MAIIMEHTOB B BO3pacTe > 6 MecsIlieB
¢ [ICBX [30]. Ha tepputopuu Poccuiickoit Denepainu nmpemnapar
3apeructpuponat B anpeie 2025 roga: JITI-Ne(009762)-(PT-RU).
B xome MHOTOYMCIIEHHBIX UCCIIEAOBAaHM A OBIJIO JOKa3aHO, YTO
oneBUKcuGAaT cHUKaeT ypoBeHb 2KK 1 MHTEHCUBHOCTS 3y1a,
a Takke yJydiinaeT KayecTBoO cHa y nauueHToB ¢ [ICBX u cuH-
npomoM Anaxuiis [20, 27, 31]. [Tomumo cHuxXeHust ypoBHs1 KK
B CBIBOPOTKE KPOBU, OJIEBUKCUOAT TaKXKe CIIOCOOCTBOBAJI YIy4u-
IIeHU0 QYHKIIUU NTEYeHU U OTAAJEHHBIX PE3YJIbTaTOB JIEYEHU ST
MalKeHToB. BbII0 TPOIeMOHCTPUPOBAHO, YTO MAIIUEHTHI, KOTOPbIE
MoJIy4yaJii ¥ OTBeYad Ha Teparnuio mpernapaTroM OIeBUKCHOAT,
MMEJIN JIYYIITyI0 BBIXKMBA€MOCTh HATUBHOM MeYeHU U MEH bW
PYICK HEOJIaronpUsITHBIX COOBITUI, TAKUX KaK XUPypPrudeckast
OuauapHasi IMBepCUsl, TPAHCTIJIAHTALIM S TIEUEHU WU cMepTh [32].
Ha cdoHe npuema oneBrKcubaTa 661710 OTMEYEHO yBETUUYEHUE CKO-
pocTu pocta 1 npubdaBku B Bece [33]. brijio mpoBeneHo MHOro-
LIEHTPOBOE MPOCHEKTUBHOE HcciaenoBaHue naiueHToB ¢ [ICBX,
JICYUBIIMXCS ONEBUKCUOATOM B TeUeHUeE 6 MecsIIeB (PEKOMEHTY-
emMasl HauajibHas 103a coctapiseT 40 MKI/KI/IeHb, MPU HEOOXO-
IHMMOCTH 1032 MOXET ObITh YBeJrueHa 1o 120 MKT/KI/IeHb yepe3
3 mecsua). 1o pesyabTaram faHHOM pabOThI OblJ1a OTMEUEHA BHICO-
Kast 9 GeKTUBHOCTH M XOpoliiasi TepeHOCUMOCTb IIpernapara,
OTCYTCTBUE JIETAJIbHBIX MCXOOB U CEPhe3HBIX HeXXeTaTeIbHbIX
SIBJICHU 1, CBSI3aHHBIX C pernapaTom [34].

KAMHUYECKUIN CAYYAH

J]eBqua M. BIIEPBLIC MTOCTYIIMJIA B KIMHUKY neI[ManM‘IeCKOFO
MEAUIIMHCKOIO YHUBEPCUTETA B BO3pacTe 1 ron 6 MECALIEB
¢ ’kaJjobaMu Ha HeJJ0CTaTOYHbIE BECOPOCTOBbIE MPUOABKU, MJIOXOM
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arreTHT, YBeJWUeHUE pPa3MepOB XXUBOTA, CKIIOHHOCTb K 3aIiopam,
KOXXHBIN 3y, HapyIlieHue cHa. [TocTynuia B IJITaHOBOM TTOPSIIKe
IUJTsI BepudUKaIUY TUarHo3a.

N3 anamnesa scuznu: pebEHOK OT BTOpOI 6epeMEeHHOCTH (TiepBast
3aKOHYMJIACHh POKICHHUEM 30POBOTr0 MaJbuMKa), TPOTeKaBIIei
Ha (hOHEe recTo3a TPEThero TpUMeCTpa, aHeMUU JIETKOM CTerne-
HU TSIKECTH, BTOPBIX CPOYHBIX POJOB €CTECTBEHHBIM ITyTeM, 6e3
ocioxHeHuii. [Teprnon HOBOPOXKIEHHOCTH — 6€3 0COOEHHOCTEI.
ITpu poxxnenuu Bec — 2790 1, niuHa Tena — 49 cM. Beinmucana
Ha 4-e CyTKHM XU3HU, BCKapMJIMBaHWE TPYIHBIM MOJOKOM
IO YeThIPEX MeCSIIeB, najiee NepeBeieHa Ha MOJIOYHYIO CMECh.
HacnenctBeHHOCTD 1 ajljieproaHaMHe3 He OTSITOILIEHBI.

U3 anamuesa 6oaesnu: ¢ Tpex MeCsIlIeB XHU3HU MaMa oTMeJaeT
6ecroKOiCTBO pebeHKa, yCUIMBAaIOIIeeCcss HOUbIO, CHUXEHUE
anmneTuTa, ¢ 6 MecseB HaOII0Ial0TCsI HEIOCTaTOYHbBIE BECO-
pOCTOBBIC TPUOABKH, 1ajiee B IMHAMUKE — YBeJIUYEHUE pa3-
Mepa XKUBOTa, MOsIBJIEHUE KOXKHOTO0 3yaa. B 6 MecsiiieB Xu3HM Ha
aMOyJIaTOPHOM 3Tare ObIJIO TPOBENCHO YIbTPa3BYKOBOE MCCIIE-
noBaHue opraHoB OpromHoi nojgoctu (Y3U OBII), natonoru-
YeCKMX U3MEHEHU 1 He BBISIBJIEHO, 1a00paTOPHBIN CKPUHUHT
He MpoBoaucs. B oivH roa Xku3Hu NpoBeJIeHBI MJIaHOBbIS
OCMOTDBHI CIIEIIMaJIMCTaMH1, BbIsSIBJIEHA 3a/iepKKa (GU3NIECKOTO
pa3BUTHSI, TeNaTOCIICHOMETaU s, PEKOMEHIOBaHO CTaI[MO-
HapHOe 00C/ieoBaHNe B OTAEJICHU Y raCTPOIHTEPOJOTNYECKOTO
npodus.

JleBouka rocnurtaiusupoBaHa B KIMHUKY PTBOY BO «CaHKT-
[MeTepOyprckuii rocyiapcTBEHHBIN MTeAMATPUISCK U MEIU LI H-
cKuii yHuBepcuteT» Munsapasa Poccuu. [1pu 06beKTUBHOM
OCMOTpE BHEITHMX aHOMaJINi pa3BUTUs He BBIsIBJIeHO. O6pamain
Ha ce0s BHMMaHUe BbIpaXXeHHasl 3aaepxkKa pocta — 68 cm
(-4 curmbl), neuUT Beca K pocTy coctaBui 16% (7 Kr), a Takke
OTCTaBaHUE B ICUXOMOTOPHOM Pa3BUTHU.

Ko Hble TTOKPOBBI CMYTJIbIe, 6€3 BbICHIIIaHUI, C MHOXKE-
CTBEHHBIMHM 9KCKOPUALIMSIMU, UKTEPUIHOCTU HE OTMEYaJIOCh.
lenaTocryieHoMeranust: medeHb +4 cM, cesledeHKa +2 cM. Moya
cBeTast. CTyJ MJIOTHBIM, OKpallleH, 6e3 MaToJIOrMYeCKX MPUMECE.
[1pu n1aGopaTopHOM HCClIENOBAHMU: KIMHUYECKU I aHATIU3 KPOBU
B HOpMe, B OMOXMMMYECKOM aHaJIM3¢ KPOBU HAOTIONAJICS CUHIPOM
LIMTOJIU3A B TIPeieiax TpeX HOpM: aJlaHMHaMUHoTpaHbepasza (AJIT) —
145 en/n (Hopma — 0-55), acmapraramuHoTpaHcdepasa (ACT) —
220 en/n (HopMma — 5-34), MmapKep XoJiecTaza — raMMa-rjyTaMuJi-
tpaHchepasza (I'TTIT) — 172 en/n (Hopma 3-22), o011 ii OUAMPYOUH
3a CYeT MPSIMOiA hpakiu — 22 MKMOJTb/JT (HopMma — 8-20), ypoBeHb
2KK B KpoBM 3HAYMMO TMOBBIIIEH — 464,2 MKMOJIb/J (HOpMa — MeHee
10), ypoBens LLI® u xonecreprHa B Hopme. HapyiieHuii 6e1KoBo-
CUHTETUYECKOM (DyHKIINU TTeYeH! He 3a(UKCHPOBaHO. AMMUAK
B KpoBU — 19 MKMOJIB/JT (B HOpMeE — 710 65). OHKOMapKephbl (JTaKTaT-
NerMIporeHasa, 6eTa-XOpMOHWYECKU A TOHATOTPOITMH YeJIOBeKa,
anbda-GpeTonpoTenH) — B HOPMeE.

Takum ob6pa3om, y pebeHKa UMeJT MECTO XOJeCTaTUYeCKU
renatuT ¢ moBbieHueM I'TTIT 1 KK, koxXHbIM 3y10m 0e3 Hapy-
meHus GYyHKIMY medyeHu. B xone nanpHeimero oocie1oBaHu st
HUCKJIIOYaICh BUPYCHBIE MHGMEKIINY (TeYeHre repIec-Bupyc-
HBIX UHGEKIIM I METOIOM UMMYHOGMEPMEHTHOTI0 aHaJIM3a KPOBU
Y TIOJIMMEePa3HOM IEMHOM peaKIInK CO BCeX JJIOKYCOB, BUPYCHbBIE
renatuthl B u C — orpuiaTesbHo), Heauakus (OTpuliaTeabHbIe
aHTUTeJa K TKAaHEeBOM TpaHCTJyTaMUHa3e, OTCYTCTBUE aTPO-
(bryeckux U3MEHEHM A B IBEHAIIATUIIEPCTHOM KMIIIKeE), ITaTo-
JIOTUSI IMUTOBMTHOM KeJie3bl (TOPMOHAIBHBIN CTaTyC B HOpME),
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albda-1-aHTUTPUTICUHOBASI HEMOCTATOUHOCTh (YPOBEHbD asibdha-1-
AHTUTPUIICMHA B KpoBU cocTaBu 1658 Mr/m mpu Hopme 900-2000).

IIpoBeneHa nMarHoCcTUKa HACAEACTBEHHbIX HApyLLIEH Ui oOMe-
Ha BEUIECTB: MOYa HA OPTaHUYECKUE KUCTOThI (HE3HAYUTEb-
HO TIOBBIIIIEH YPOBEHb psijia METaOOJUTOB, HEXapaKTEPHbIX A5
KOHKPETHOT0 3a00J1eBaHUsI); CKPUHUHT-TECThI Ha TM30COMHbIE
00JIe3HU HaKOIJIeHUsI (ompe/iesieHe aKTUBHOCTHU JIM30COMHbIX
(epmMeHTaOB B Karie BoicyllleHHOI KpoBu: B-D-rioko3unaasa,
a-D-rioko3unasa, a-L-unypoHunasa, chuHromuennHasa,
rajakTolepedpo3uaasa, o-rajakrosuaasa — 6onae3nu Kpadoe,
IMomne, ®abpu, lNome, Humanna — [Muka tunos A/B, Mmyko-
rnoJjiucaxapuao3 1-ro Tuna) — nNaToJOruyecKux UBMeHEeHU I He
BbISIBJIEHO; OTPE/Ie/IeH CIEKTP aMUHOKUCIIOT U allUJIKADHUTUHOB
B CyXOM TSITHE KPOBU, JAHHBIX 32 aMUHOALIMIONaTU U, OpTaH M-
yeckue auuaeMun, nedektol B-okuciaeHus KK He moayyeHo.

B xone rocnuTanuzanuu npoBeeHO MHCTPYMEHTaIbHOE 00CIIe-
nosaHue. [1o pesynbratam Y3U OBII BoisiBiieHa renaTocnaeHOME-
rajus, MOYKU U MOUYEBOI My3bIpb — 0€3 MaTOJOruU. Y 3-A1aHHbBIX
3a MaToJIOTUIO ceplilia He nojydeHo. [IpoBeaeHa MarHuTHO-
pe3oHaHcHas Tomorpacdus OBII ¢ xonaHruonankpearorpadueit
(C KOHTpAaCTUPOBAHKEM): MPU3HAKU T€MaTOCIIJICHOMETraJIur U yBe-
JIMYEHHOT'0 B pa3Mepax XeJUHOIo My3bIpsl, TaHHbIX 3a 1e(EKThI
HAIlOJHEH U X0JIe10Xa, HaJuY1e Y4acTKOB CyKeHUsI/paciiupe-
HUSI BHYTPUITEYCHOUHBIX KETYHBIX TIPOTOKOB HET.

Takum 06pa3oM, UCKJIOUEHbl aHOMAJIUU PA3BUTHUSI KeTUeBbI-
BOJSIIIIMX MYTEH, HE MOJIy4eHO JaHHbBIX 32 HAJIMYKMe 0ObEeMHbIX
obOpa3oBaHuii. 17151 yTOUHEHM I TeHe3a MopakKeH U sl MeYeH U, OlleH-
KU cTerneHu (pubpo3a M akTHBHOCTH BOCIaJIeHU s Obl1a TpoBeaeHa
MYHKIIMOHHAS OMOTICH S TIEYESHU.

l'ucronoruyeckoe 3akjaoueHue: yMEPEHHO BbIPaXKEHHbI i epu-
LIEHTpaJIbHBII CKJIEPO3, CKJIEPO3 MOPTATbHBIX TPAKTOB ¢ 00pa30-
BaHUEM MEPUTIOPTATbHBIX U IEPULIEHTPATbHBIX CENT U YMEPEHHOM
JTIMMOOTUCTHOIIUTAPHON MHGUIIBTPALIMEN C TPUMECHIO eIMHUIHBIX
HEUTPOMDUIbHBIX JIEUKOUUTOB (2-3 B moJie 3peHus ). YacTb remato-
LIMTOB C MEJIKOM U 6oJiee KPYyMHOI BaKyou3allueil U 36 pHUCTOCThIO
LIUTOIJIa3Mbl, HEKOTOPBIE O€3bsIIEPHbIE, INIMKOTEH pacrpeaesieH
HepaBHOMEPHO. Slpa oTaebHBIX FEMaTOLMTOB C MaprUHALIMEH
xpomaTuHa. YacTb siiep runepXpoMHbie, IpyTrue CBETblE, MAaTO-
Bble. OnpenessieTcsl MOBPEXAeHUe TEPMUHAIIMOHHBIX MJACTUHOK.
OTMevaroTcsi HEMHOTOUMCIIEHHbIE CTYTEeHYaThie HeKpo3bl. B coctaBe
MOPTATbHBIX TPAKTOB — EAMHUYHbBIE OOBIYHOTO BUAA XKETYEBbIBO-
NSIMe MPOTOKU U MHOTOUYMCJIEHHbIE 9KTa3UPOBaHHbIE KPOBEHOC-
HbIE COCYIbI HEMPaBUJIbHOU HOpMBbIL. [IpOTOKOBBII, KaNMIISIPHBII
Y BHYTPUKJIETOUHbII X0JIeCTa3 HE OMpPEaeIsIeTCs.

3akJjoueHe: XpOHUYECKU I aKTUBHBII rernaTuT, TMCTOJIOT M-
yeckasi aKTUBHOCTb 1o Kjaccudukanuu METAVIR moxeT cooT-
BETCTBOBATH 2-ii cTaguu, craaus pudposa — 3. Mopdoornueckast
KapThHa 6e3 MPU3HAKOB, TUTTUYHBIX 1J1s1 KOHKPETHBIX 3200J1eBa-
HU, COMPOBOXAAIOIIMXCS MOPaXXeHUEM TIedeH . 151 UCKITIOUeHU ST
MOPTaJIbHOI TMIIEPTEH3U M OblJ1a MpoBeAeHa 3930(haroracTpoayo-
NIEHOCKOM M, BbISIBJIEH 330(areabHbIii BApUKO3 1-i1 cTeneHu
0e3 MapKepoB, eNIMHUYHAS 3PO3KMSI B HUXKHEU TPeTu MUIIEBOAA.
OcMoTpeHa COCYAMCTBIM XUPYProM, MOKa3aHU I K XMPypruyeckomy
JIEYEHU IO (JIMTUPOBAHUIO BEH MUIIEBOA) B HACTOSIILIEE BPEMSI HET.
Kinunuko-naboparopHast KapTrHa 3a00JieBaHU 1, BKJIIOYaloLas
XoJiecTaTu4YecKuii renaTut ¢ nopbiiieHueM ypoBHs ['TTIT u 2KK
B KPOBHU, 3aJIEPXKKY pOCTa U ICUXOMOTOPHOTO Pa3BUTH S, Te€MaTo-
CIIJIEHOMETaJINI0, YMEPEHHbI KOXHBbII 3Y/1, TO3BOJIMIA C O0IBILION
ToJieit BEPOSITHOCTH 3aM10JI03pMTh MOHOT€HHOE 3200J1eBaHMe MEUSHU.
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B ®I'BHY «Meanko-reHeTUYeCKMii HayYHbII LIEHTP UMEHU
akanemuka H. T1. BoukoBa» o mporpamme «XoJjiectasbl» METOIOM
MacCOBOIO MapaJsljieJibHOro CeKBEeHUpOoBaHM s Ha ripudope lon S5
MPOBEJCH aHAJIN3 52 TeHOB, MyTallM U B KOTOPbIX BbI3bIBAIOT HAC/E I~
CTBEHHbIE 3a00JIeBaH M1, COMTPOBOXK IAIOIIMECS CUHAPOMOM XOJie-
crasa. B 21-m sk30He reHa A BCB4 BbisiB/ieHa HYKJICOTUIHAS 3aMeHa
¢.2534G>T.p.(Gly845Val) B roMo31uroTHOM COCTOSIHU U, TaHHbII Bapy-
aHT onucaH B ClinVar Kak BapyaHT HEOIpeaeJIeHHOrO 3HAaYeH U SI.
[TarorenHble BapuaHThl B reHe A BCB4 ipuBoasT K pazsutuio [ICBX
3-ro tuma (OMIM 602347), TuI HacJaen0BaHKST ay TOCOMHO-pelLec-
cuBHbI. edexkTsl A BCB4, Konupyoero MHOrojieKapCTBEHHbI I
ycToituuBblil 6estok 3 (MDR3), yxyaialoT cekpeluio XeaTuHbIX (poc-
(onunuaos. Jlanee ¢ 1ebio BepruduKaly mpoBeIcHO TOMOJTHUTE b~
Hoe uccnenoBaHue «I'puo o CeHrepy» (nmpodaH 1 + poauTesn), rue
y oTua 1 Matepu B 21-M sk30He reHa A BCB4 BbisiBlIeHA HYKJICOTH I~
Hast 3aMeHa ¢.2534G>T.p.(Gly845Val) B reTrepo3uroTHOM COCTOSIHUU.

Takum 06pa3om, Ha OCHOBAHWU U KJIMHUYECKOM KApTUHbBI U TaH-
HbIX 00cieoBaHus ycTaHoByeH nuarno3 [ICBX-3. [Inst HyTpu-
TUBHOM MONJIEPKKU Obl1a Ha3HAUYEHA JOTAIIMSI CMECBIO C BHICOKUM
CcoJiep>KaHUEeM CpeHELIeTTOYEeYHbIX TPUTIULIEPUIOB, TTIPOBEIE-
Ha KOPPEKIUS KUPOPACTBOPUMbIX BUTAMUHOB IO e(UILIUTAM,
B KauecTBe Mpenapara Bbloopa 17151 KOPPEKIIMU XOJeCTaTUu4eCcKOro
3yna Obi1a HazHaueHa Y/IXK B nose 20 Mr/Kr/cyTKH, C HEKOTO-
PBIM MOJOXUTENbHBIM 3(dhekToM. [TpoBoanIOCh AMHAMUYECKOE
HaOJofieHue Ha aMOyiaTopHOM aTare. CoxpaHsIUCh 3a7epKKa
pocTa 1 AeuIUT Beca, 0eCITOKOMII KOXHBIM 3y 63 HapacTaHUs
B IMHaMuKe. JJabopaTOpHO CUHAPOM LIMTOJIM3a B MMpeneax Tpex
HOpM, noBbiteHHbII ypoBeHb ['TTTI u 2KK B nnanasoHe, BbIsiBICH-
HOM IpU MepBUYHOIM fuarHocTuke. KnnHuyeckuit aHaaus KpoBu,
KoaryJorpaMma, npoTeMHorpamMmma B Hopme. JleBouka rnmocraBjieHa
Ha yyeT B HM UL TpaHCMIaHTOMIOrMY U UCKYCCTBEHHBIX OPTraHOB
uMm. akaj. B. U. lllymakoBa, mokazaHui K TpaHCIIJIAaHTALlUY TIEYEHU
B HacTosI1ee BpeMsl HeT.

B cBsi3u ¢ MosiBJIeHEM HOBBIX TEPaNeBTUYECKUX BOBMOXHOCTEM
(mpenapar oIeBUKCUOAT — CEIEKTUBHbIII MHTMOUTOP TpaHCIopTepa
KK B noas3nomiHoii kuike, IBAT) B Bo3pacTe Tpex JIET B OTHOIIE-
HUM NALIMEHTKU TTpoBe/ieH (henepaabHblii KOHCUJIUMYM. YUUThIBAS
paHee yctaHoBIeHHBIH quarHo3 [TCBX-3, Hanuune KOXHOro 3y/a,
nobiieHue KK 6osiee 400 MkMosib/1 (Hopma — meHee 10), ObLT
Ha3HaueH Mnpenapar oneBUKcuOaT B cTapToBoit 103e 40 MKT/Kr/
CYTKM €XeJIHEeBHO, UTO IMpU Macce Tesia pedeHka 10 Kr cooTBeTCTBYeT
400 mxr/cyTKu. Ha hoHe maToreHeTMYeCKoii Teparuu B TeUEHUE
6 Mecsi1ieB oTMevaeTcsl HeGoTbIasi TeHASHIIMSI K YBEJITUUYCHU IO
TEMITIOB POCTOBBIX MPUGABOK (pOCT — 94 cM, -1,6 cuTMBbI), TpruGaB-
Ka B Bece +1,4 Kr (coxpaHsieTcst nepuut Beca 19%), oTCyTCTBY-
€T KOXHBIN 3y/1, CTYJI CTaJ Msirue, 1-2 pasa B IeHb, COXpaHSIETCs
renarocrjieHoMerajiusi 6e3 oTpuiaTeIbHOI TMHAMUKH, Tabopa-
TOPHO — MOJIOXUTEJbHASI IMHAMUKA B BUJE CHUXKEHUSI CUHAPO-
Ma LIMToJM3a B Tipeaenax oqHoit HopMbl (AJIT — 98 en/n, ACT —
88 en/m), ypoBenb [ TTII — 81 en/n, ypoBenb 2KK B KpoBM cOCTaBHIT
49 mxmoinb/a. Takum o6pa3zoM, nepuo HabaoIeH sl B TeUeHUE
6 MecsIIIeB TTPOIEMOHCTPUPOBAJT XOPOIIYIO TIEPEHOCUMOCTb pe-
napara u ero a(pdekTuBHOCTb. PeGeHKy MoKa3aHO MPOI0JIKEHUE
Teparnuu OIeBUKCUOATOM B IpexkHel n103e 40 MKI/KT/CyTKH IO
NUHAMUYECKUM KJIMHUKO-T1a00paTOPHBIM KOHTPOJIEM.

SAKAKOUYEHME
OnbIT NpuMeHeHus1 ofeBrkcubara y marmeHTKu ¢ [ICBX-3 B Teue-
HUe 6 MecsIieB TTPOJAEMOHCTPUPOBAJI KITMHUYECKU 3HAYMMOE CHU-
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>keHue ypoBHs1 KK, mojiHoe KynupoBaHKe X0JeCTaTUYeCcKoro 3y/1a,

TTOJIOKUTEJIbHYIO TMHAMUKY (1)1/]31/[‘{60](01"0 pasBUTUA 1N 6)'[31"01'[1)1/1-

SITHBII Mpoduib 6e3omacHocTU. [ToyyeHHbIE TaHHbIE COMIACYOTCS
¢ pe3yJibTaTaMu MeXyHapOIHbIX UCCIIEIOBAHU I 1 CBUIETEIbCTBYIOT
0 MepCreKTUBHOCTHY BKJIIOUEHU S OIEBUKCUOATA B TEPANIeBTUUYECKU I

anroputm BeneHus nereit ¢ [ICBX B poccuiickoil KITMHUYECKOM mpak-

TukKe. Heobxonnmo najbHeiiee HaKomiIeHue JaHHbBIX O I0JTOCPOY-

HO# 3 PEeKTUBHOCTU MPenapara, ero BAMSHUM Ha BLIXKUBAEMOCTD
HATHBHOI1 e4eHy 1 porpeccuposanue Guodposa. JIB

Bknap aBTOpOB:

ABTOpbI BHECAU PaBHbIV BKAAA Ha BCEX dTanax paboTbl U HanUcaHus
CTaTbM.
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