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[porpecytounii cimeiHnii BHYTRILLHbONEUIHKOBIIA xonecTtas (Progressive Familial Intrahepatic Cholestasis — PFIC) — piakicHe reHeTmyHo 3ymoBnie-
HE 3axXBOPIOBAHHS NEYIHKY, LLIO XapakTepr3yeTbCS NOPYLLIEHHAM CeKpeLil KOBYI Ha PIBHI renaToumnTy Ta NPOrPecytoyrM XONeCTa30M. 3axBOpIO-
BaHHA NPOSBASETLCS NEPEBAXHO B AiTel PaHHLOrO BiKY, MPU3BOAWTL 10 CBEPOEXY, XOBTAHNLI, ManbabCcopOLii Ta 3aTPUMKI (DI3VYHOrO PO3BUTKY,
a 6e3 CBOEYACHOro NiKyBaHHA — A0 GINiapHOro UMPO3Y, NEYIHKOBOI HeAOCTaTHOCTI Ta HEOOXIAHOCTI TpaHCINaHTaLl.

MeTa — OUIHUTK KNIHIYHI, GIOXIMIYHI 1 NncnxomisnyHi npoasu PFIC y AiTel, a TakoxX eeKTUBHICTb PI3HMX NiAXOAIB A0 NiKyBaHHA (KOHCEPBATUBHOIO,
hapmMakoNoriyHoro i XipypriyHoro).

Martepianum i meToau. i cnoctepexeHHam nepebysasno 7 aiteri i3 PFIC (2019-2024 pp.), 9k1MM NpoBeaeHO 3araibHOK/IHIUHI, OIOXIMIYHI Ta IHCTPY-
MEHTaNbHI 06CTeXeHHS. PI3NYHWT PO3BUTOK OLIHEHO 3a iHaekcom Macw Tina (IMT) Ta koediuieHToM po3BUTKY (QD), NCXOeMOoUiiHWA CTaH — 3a
MOANMDIKOBAHOLIO LWKaNoo [aminbToHa, IHTEHCKBHICTE CBEPOEXY — 3a Bi3ya/lbHOI aHanoroBoto wkanoto (VAS). NpoBeaeHo KoHCepBaTnBHY Tepa-
nito, NPU3HaYEHO IHrBITOPY TPaHCNOPTEPa XOBYHWX KMCNOT KNy6oBOT KULWKM (ITXKK) i XipypriyHe BiABeAEHHS XOBYI.

Pe3ynbTatn. B ycix nauieHtis i3 PFICTi PFIC2 cnoctepirany x)oBTaHuLIO, cBepOik 3a VAS 6—10 6ani; y nauieHTiB i3 PFIC3 — »xosTtaHmnuo y 50%,
cBepbix — 5—7 6aniB. BioxiMiuHi NOKa3HWKK CBIAYUAM NPO BUPaxeHuii xonectas. IMT ta QD Bka3syBan Ha 3aTpUMKY i3NYHOTO | NCUXOMOTOPHOIO
PO3BUTKY, 0COONMBO Y BuNaakax PFIC2. KoHcepBaTtnHe NikyBaHHA NONINWMAO NabopaTtopHi nokasHnki B 3 i3 5 nauienTis, ITXK 3a6e3neynnn
3HaYHE 3MEHLUEHHS CBEPOEXyY Ta NIABULWEHHS SKOCTI XUTTA Y 2 AITeN, XipypriuHe BTpyYaHHs 3 TpaHCnNaHTaui€lo BIAHOBWNO MYHKLIIO NeYiHKM
I BMEHLWNNO CBEPOIX Y 2 NaLieHTIB.

BUCHOBKM. [eHeTVYHE TEeCTYBaHHA € «<30/10TUM» CTaHAapTOM BCTaHOBNEHHS AiarHo3y PFIC. SlikyBaHHs L€l natonorii cnig npoBoAMTY B Cnewianiso-
BaHMX MybTUANCUMNAIHADHUX LEHTPax i3 3aCTOCYBaHHAM NaTOreHeTUYHO CNPSIMOBaHNX METOAIB NiKyBaHHA: IHMOITOPIB TDAHCNOPTEPa XOBYHMX
KCNOT, YDOAE30KCUXONEBOI KUCNOTY, XIDYPIiUHKX BTPYYaHb | TP@HCMNNaHTaLT 3a TXKOro nepediry. PaHHE BUABNEHHS | KOMAIEKCHa Tepanis AaloTb
3MOrYy 3MEHLNTV NPOrpeCyBaHHA 3aXBOPIOBAHHS, NIABMULLNTY AKICTL XWTTH | BIATEPMIHYBATH HEOOXIAHICTL TPaHCMNaHTaLl.

JocnigkeHHs BUKOHaHO BiANOBIAHO 40 NPUHUMNIB ["€NbCiHCLKOT Aeknapallii. [poToKoN AOCNIAKEHHSA YXBANEHO NOKANBHWUM ETUYHKM KOMITETOM
yCTaHOBW. Ha NpoBeAeHHSA A0CNIAXEHD OTPUMAHO IH(POPMOBaHY 3rofy OaTbKiB AITeN.

ABTOPKa 3a4B/A€ NPO BIACYTHICTb KOH(AIKTY IHTEpeciB.

KniouoBi cnoBa: nporpecyiounii CiMeinHuin BHyTPILUHbONEYIHKOBKIA XxonecTas, AiTu, IHFGITOpK TpaHCNoPTEPa XXOBYHMX KUC/IOT, TPaHCHIaHTaLisa
NeYiHKN.
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Progressive Familial Intrahepatic Cholestasis (PFIC) is a rare genetically determined liver disorder characterized by impaired bile secretion at the
hepatocellular level and progressive cholestasis. The disease typically manifests in early childhood and leads to pruritus, jaundice, malabsorption,
and growth retardation. Without timely treatment, it progresses to biliary cirrhosis, liver failure, and the need for liver transplantation.

Aim — to evaluate the clinical, biochemical, and psychophysical manifestations of PFIC in children, as well as the effectiveness of different treatment
approaches.

Materials and methods. Seven children with PFIC (2019-2024) were observed and underwent comprehensive clinical, biochemical, and instrumen-
tal evaluation. Physical development was assessed using body mass index (BMI) and developmental quotient (DQ), while psycho-emotional status
was evaluated using a modified Hamilton Anxiety Rating Scale. Pruritus intensity was assessed using the Visual Analog Scale (VAS). Treatment in-
cluded conservative therapy, ileal bile acid transporter inhibitors (IBAT inhibitors), and surgical biliary diversion.

Results. All patients with PFICT and PFIC2 presented with jaundice and pruritus (VAS 6-10), whereas patients with PFIC3 had jaundice in 50% of
cases and milder pruritus (VAS 5-7). Biochemical parameters indicated pronounced cholestasis. BMI and DQ demonstrated impaired physical and
psychomotor development, particularly in PFIC2 cases. Conservative therapy improved biochemical parameters in 3 of 5 patients. IBAT inhibitors
resulted in significant reduction of pruritus and improvement in quality of life in 2 children. Surgical intervention with subsequent liver transplantation
restored liver function and resolved pruritus in 2 patients.

Conclusions. Genetic testing is the gold standard for the diagnosis of PFIC. Management of this condition should be performed in specialized mul-
tidisciplinary centers using pathogenetically targeted approaches, including IBAT inhibitors, ursodeoxycholic acid, surgical interventions, and liver
transplantation in severe cases. Early diagnosis and comprehensive therapy can slow disease progression, improve quality of life, and delay the need
for transplantation.

The study was conducted in accordance with the principles of the Declaration of Helsinki. The research protocol was approved by the Local Ethics
Committee of the institution. Informed parental consent was obtained for participation in the study.

The author declares no conflict of interest.
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Beryn

porpecyoduii CiMeiHUN BHY TPIIITHbOTIE-

uinkoBuii xosecras (Progressive Familial

Intrahepatic Cholestasis — PFIC) — ne
pizKicHe, ajie BKpali TSJKKe reHeTUYHe 3aXBOPIOBaH-
H TIEYiHKH, SIKe 9aCTO TPOSIBISIETHCA 11l B PAHHBO-
My autgauyomy Bini [2]. OcnoBuolo narodi-
siosoriunoto ocobsuBictio PFIC € mopymnrenss
TPAHCTIOPTYBAaHHS KOBUYHUX KOMITOHEHTIB Yepe3
MeMOpaHy TernaTonnTa, Mo MPU3BOAUTD 0 HAKOITH-
YEHHST TOKCUYHUX KOBYHUX KUCJIOT Y TEeUiHIl, aror-
TO3Y TeNaTonuTiB, pO3BUTKY (Hibpo3y i GisiapHoro
posy [1,5]. Bes cBoeuacHOro JrikyBaHHs XBOpoOa
IIPOTPECYE, YACTO MPU3BOIUTH JIO TIEUiHKOBOI HEZO-
CTAaTHOCTI i HeOOXiAHOCTI TpaHcIIaHTallil [7].

Kainigao PFIC y miteit mposBAS€THCS JKOBTSIHU-
1e10, BUCHAKIUBUM cBepbOexkeM, MaibabcopoOIieio
Ta 3aTPUMKOIO POCTY, IO CYTTEBO BIJINBAE HA AKICTh
xutT [10]. He3Baxkaroun Ha piJIKiCHICTb 3aXBOPIO-
Banus 1 xa 50 000—100 000 napo/skens) [8], cyuac-
Hi TOCTIIKEeHHS CBiUaTh PO 3HAUYHUI TIpOTpec
y BUBYEHHI 1Or0 MOJIEKYJIIPHUX MEXaHi3MiB, a Ta-
KOX BiJIKPUBAIOTh HOBI TepaNleBTUYHI MOKIUBOCTI —
Bi/l 3acTOCYBaHHs iHT16iTOPIB TpaHCIIOPTEPA JKOB-
yuux kucaot (IT/KK) no xipypriunux meTtosiB
YaCTKOBOTO BiZIBeZIeHHS K0BYi [3,9].

Ortxe, panne Busgsiennd PFIC, Touna renetnyna
BepudiKaIlig Ta MyJIBTUACITATITIHAPHUN THAXiJ 710
JIIKyBaHHS € HAJ[3BUYAHO BayKJIMBUMMU I 3a110-
GiraHHs IPOrPeCyBaHHIO 3aXBOPIOBAHHST Ta TTi/BY-
IEHHA SKOCTI JKATTS MAIEHTIB [6].

Mema nocyijpkeHHs — OLIHUTH KJIiHI4HI, 6i0Xi-
MivHi # cuxodizuyni mpossu PFIC y mirteit, a Ta-
KOK e(eKTUBHICTD PI3HUX MiAXOIB /10 JIiKyBaHHS
(KoHCEpBAaTUBHOTO, (hapMaKOJIOTIIHOTO i Xipyprid-
HOT0) Ha OCHOBI JIOCBily pehepeHTHOTO IIEHTPY.

Marepiaju i METOIH JOCTIIKEHHS

Hocaigxeno xkiainiuni gani 7 mgiteit i3 PFIC, saxki
nepeOyBajii Ha CIIOCTEPEKEHHI B peepeHTHOMY
IEHTPI XOJeCTATUIHUX 3aXBOPIOBAHbB IMEYIHKHU B [Ti-
teii (mami — lentp) (mikapusa Csaroro Muxonas
KHIT «JIbBiBChKE TepuTOpianbHe MeauuHe 06’
HanHs «baraTonpodimbHa KTiHIYHA JTIKapHS iHTEeH-
CUBHUMX METO/IiB JIIKYBaHHS Ta NIBUIKOI MEJIUYHOI
noromorus ) y repion 2020—2025 pp.

[TartieHTiB MO/IJICHO HA TPU IIATPYITN BiIOBIHO /10
reHeTnaHO BepudikoBanoro tuiy PFIC: PFIC1 —
3mamientu, PFIC2 — 2 mamientn, PFIC3 — 2 martienTn.

Bik mari€eHTiB Ha MOMEHT 3aJIy4eHHS /10 I0CJIi-
JUKEeHHS He BUKOPUCTAHO SIK cTpaTugiKaiinauii Kpu-
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Tepiil, ofiHaK 0O0B’A3KOBO IIPOaHAIi30BaHO BiK 1e010-
Ty KJTIHIYHUX TPOSIBIB 3aXBOPIOBaHHsI (1UB. Ta0I. 2),
110 /IaJI0 3MOTY OIlIHUTH PaHHii MOYaToK i (heHOTH-
noBy BapiabesbHicTh PFIC y nocuipkeniii KoropTi.

[iarno3 PFIC BcTanoBJsieHO Ha Ti/ICTaBi CyKyTI-
HOCTI KJIIHIYHKX TIPOSIBIB, TaOOPATOPHKX TIOKA3H-
KiB 1 pe3yJIbTaTiB MOJIEKYJISIPHO-TEHETUYHOTO JI0CJTi-
mokeHHs. [eneTuHe TecTyBaHHS BUKOHAHO METOZIOM
CEeKBEHYBaHH: HOBOT'O ITOKOJIiHHS (next-generation
sequencing — NGS) i3 BUKOpucTaHHSM TTaHeJIi TeHiB,
acoIilOBaHMX i3 X0JIECTATUYHUMU 3aXBOPIOBAHHSI-
mu rievinkn (3oxkpema, ATP8B1, ABCB11, ABCB4)
y pebepentHiii taboparopii (Sapiens, HimeuunHa).

Jlia oniHIOBaHHA KJIHIYHOTO CTaHy NAlli€HTIB
[IPOAHAJI30BaHO TaKi apaMeTpHU: BiK 1e0I0TY JKOB-
TSHUII, IHTEHCUBHICTH cBepOEXKY 3a BidyaIbHOTO
arasorosoio 1mkasoio (Visual Analog Scale — VAS),
HAsBHICTB JKOBTSIHUIII, a TAKOK PiBHI Giipy6iny,
asmaninaminotpancdepasu (AJIT), acnapratamino-
tpancdepasu (ACT) i ramma-riayTaminTpanchepasn
(TTT) Ha MOMEHT TTEPBUHHOTO OOCTEKEHHSI.

DiznuHMi PO3BUTOK OIIHEHO 32 iHAEKCOM Mach
tina (IMT) i koediriearom possutky (development
quotient — DQ), 9kl po3paxoBaHoO K BiIHONICHHS
MICUXOMOTOPHOTO BiKY /10 XPOHOJIOTIYHOTO BiKY, I10-
mHoxeHe Ha 100.

[Tcuxoemornifinuii craH oIfiHEHO 3a ITKAJIO0I0 TPHU-
BoskHOCTI [aminbrona (Hamilton Anxiety Rating
Scale - HAM-A), o Bkitoyae 14 myHKTIB i 1a€ 3Mo-
I'y KiJIbKICHO OIIiIHUTH PiBE€Hb TPUBOKHOCTI.

JlikyBaHH NAIli€HTIB TPOBEJIEHO BiATIOBIZIHO /10
Cy4acHUX MiKHAPOJHUX peKOMeH/alliil, 30Kpema,
npu3HaueHo KoHcepBatuBHY Tepariio, [T/KK, a Ta-
KOK BUKOHAHO XipypriuHe Bi/[BeleHHH >KOBYi 3 110-
JTAJIBIIOI0 TPAHCIIJIAHTAITIEI0 TIEYiHKY B TMAITIEHTIB i3
TSDKKMM 1IepebiroM 3aXBOPIOBAHHSI.

EdexTuBHicTb TiKyBaHHS OIliHEHO 32 IMHAMIKOTO
KJIIHIYHUX 1 1TaBOpaTOPHUX MOKA3HUKIB y TIpoIIeci
criocrepexeHHs (MMOPIBHSIHHS iH/IMBIlyaTbHUX 3HA-
4eHb JI0 1 TmicJIst Tepartii ), 30KpeMa, PiBHiB 6iTipyOiny,
tparcaminas (AJI'T, ACT, I'TT), inTeHcUBHOCTI CBEp-
6esKy i 3araJIbHOTO KJIIHIYHOTO CTaHy MAIliEHTIB.

Yei narieHTu epedyBasiu 11/ IMHAMIYHIM HarJIsi-
JIOM MYJIBTUTUCITUTLIIHAPHOT KOMaH/ M (TIe/[iaTpiB,
reraTosIoriB, TEHETUKIB 1 ICUXOJIOTIB), sIKa PETYJIsSIP-
HO OTliHIOBaJa (Di3UUHUH i ICUXOEMOITITHUI CTaH.

HociikeHHs BUKOHAHO BiITIOBITHO 710 TTPUHITHU-
miB lesbcincbkoi aekapaitii. [IpoTokos goctimken-
HSI YXBAJIEHO JIOKQJIbHUM €TUYHIM KOMIiTeTOM yCTa-
HoBU. Ha mpoBeneHHs AOCTiIKEHHS OTPUMAaHO
iHdopMoBaHy 3rojy 6aTbKiB AiTeil.
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Tabauys 1
FeHeTUYHMI Npodcinb nauieHTiB
MauieHT Tun PFIC leH Binok JNlikyBaHHA

1 PFICT ATP8B FIC1 KoHcepsaTtusHe

2 PFICI ATP8BI FICT KoHcepBaTuBHe

3 PFIC1 ATP8BI1 FIC KoHcepBaTnBHe

4 PFIC2 ABCB BSEP Xipyprigd + TpaHcrnnaHrauis

5 PFIC2 ABCBI1 BSEP Xipyprigd + TpaHcniaHrauis

6 PFIC3 ABCB4 MDR3 KoHcepsaTuBHe

7 PFIC3 ABCB4 MDR3 ITXK

Tabnuys 2
KniHiuHi nposiBn i na6opaTopHi NOKa3HMKN HA MOMEHT 3BEPHEHHSA
MNMokasHuk PFIC1 (n=3) PFIC2 (n=2) PFIC3 (n=2)

Bik 0e61oTy, MiC (OianasoH) 4-6 2-4 10-14
Cepbix (VAS, 6anis) 6-8 8-10 57
XKoBtanmuga, % 100 100 50
BinipyOiH, MKMONB/N 70-180 90-200 60-110
AT, Op/n 120-250 200-400 100-180
ACT, On/n 100220 180-350 90-160
[TT,00/n 50-120 80—-150 150-250

3 oryisity Ha Masry BUGIpKY JOCTIKEHHST poOoTa
Mae onuncoBuii Xxapakrep. CTaTUCTUYHI MOPIBHAHHS
MiX TiZIrpynamMu He TPOBEJEHO, a Pe3yJabTaTu
HaBeJeHO Yy BUTJSAI iHAUBIAyaJbHUX 3HAUYEHD,
MeJTiaH i /1iana3oHiB.

Pe3yabTaTi 10CTIIKEHHSA
Ta iX 00roBOpPeHHs

[lo nocnimxkenoi koroptu piteit i3 PFIC ygiiinio
7 Mali€eHTiB, SIKUM NPOBEJU KOMIIJIEKCHE
obcTeRkeHHs, 30KpeMa, KJiHiuHi, JabopaTopHi
U TeHeTUYHI JAOCJIAKEeHHS. YCiX Ialli€HTIB
BepudikyBaau 3a JOINOMOI0OI0 T€HETHUYHOTO
TecTyBaHHs, 1o migTBepausao aiarno3d PFIC,
i TOMIINJIM Ha TUTH 3aJ€KHO BiJl TEHETUIHOTO
nedexry (taba. 1).

3a orpuManuMu janumu, cepen 7 (42,9%) miteii
tpoe masiu PFIC1, mos’a3anutii i3 MmyTaiisiMu B TeHi
ATP8B1, mo xoaye 6inox FIC1. ¥ uux mamieuris
KJIIHIYHA KapTUHA MPOSIBJIAIACS 3aTPUMKOIO POCTY
i TepeBa’KHO BHYTPIIIHLOIIEYiIHKOBUM X0JIECTa30M
i moMipaUM cBepOexeM. Y ci BOHU OTPUMYBAIU
KOHCEepBaTUBHY Tepaniio (ypcone30KCUXoaeBy
kucaoty (YAXK), xonmectupaMin i miATPUMKY
JKMPOPO3YMHHUMU BiTaMiHaMM ).

IlBoe (28,6%) niteit mamum PFIC2 i3 myTanismu
B redi ABCB11, mo koaye 6i10ok BSEP. XBopoba
B HUX MaJla TSKKUH 1epebir i3 paHHIM IIPO30M I1e-

JIHKH 1 BUpaKeHUM cBepOeskeM, 0 MoTpedyBajio
XipypTiuHOTO BiJIBEIEHHS KOBYi 3 1OJIAJIBIIOI0
TPaHCIIAHTAITI€T0 TTediHKU. Taki JaHi miAKPeCaI0I0Th
gHauytrictb renoruity PFIC2 gk mpornoctrnanoro
YMHHUKA TSKKOCTi 3aXBOPIOBAHHS.

Ille nBoe (28,6%) mamientis maau PFIC3,
3ymoBiennit myrtaiisimu B reri ABCBA4, 1mo koxye
6ijoxk MDR3. Kiiniuni mposiBu OyJsin MeHII BUpa-
s)keuuMmu 3 migBuieHHaM ['TT i mi3HbOIO MOSBOIO
cumntoMmiB. OJIMH MAIiEHT OTPUMYBAB CTaHIAPTHY
KOHCEPBATUBHY Tepalliio, TO/i 4K y APYTOoro Ha TJi
sactocyBanus IT/KK 6isbir BupaeHo 3MeHIIMIa-
cs1 IHTEHCUBHICTB cBepOexky 3a VAS, mosimnimincst
Aa60paTOPHI MOKA3HUKH X0J1eCTasy (3HUKEHHS
piBHiB 6imipy6iny, AJIT, ACT i I'TT) i saranbHuii
KJIIHIYHUN CTaH MOPIBHAHO 31 CTAaH/IAPTHOIO Tepa-
Ti€I0.

Ot3xe, aHAJI3 JIIKYBAJIbHOI TAKTUKY 3aCBIZTUYNB, MO
PFIC2 naituacriie morpe6GyBaB arpecMBHOTO Xipyp-
riYyHOTO BTPyYaHHS 1 TPaHCIJAHTAIlil, TOMI K
PFIC1 i PFIC3, ocob6auBo 3a ToMipHOTO 1iepebiry,
Bi/IMOBITa/IK HAa KOHCEPBATUBHY 200 (hapMaKoIorid-
HY Teparliio, 1110 JaJio 3MOTY YHUKHYTU PaHHbOI
TPaHCIJIAHTAII]].

Ha momenT 3BepHenHs 10 [leHTpY B naIfieHTiB
BijI3HavaMCA Pi3HOMAaHITHI KJIIHIUHI TPOSIBU Ta Jia-
6opaTopHi aHoMaTii, 3a SKuMuU BusHavasm tu PFIC
i TsKKiCTD X0stecTasy (Tabir. 2).
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Tabruys 3
®Pi3nyHUIA PO3BUTOK i NCMXOEMOLiiHWIA CTaH
MokasHuk PFIC1 PFIC2 PFIC3
IMT (ouiHiOBaHHSA BIAHOCHO BIKY) SHWKEHHA/HVKHA MEXa HOPMM SHUKEHHSA B MeXax HOpMK
QD (koedilieHT po3BUTKY) 85-95 70-80 90-100
TPUBOXHICTL (38 HAM-A) nomipHa BMCOKA NMoMipHa

Bik 1e610Ty CMMIITOMIB y HAIliEHTIB BiAPi3HABCS
Mix migTunamu PFIC. ¥ xoropTi nmaiienTiB i3
PFIC1 (n=3) nepuii mposiBu 3aXBOPIOBAaHHS BUHU-
Ka/Ii IpUOJIN3HO Y Billi O1M3bKO 5 MicsIliB. Y maiti-
enriB i3 PFIC2 (n=2) nebioT BigzHauaBcs paHie —
6m3bKk0 3 Micsauis. HatomicTh y maiieHTiB i3
PFIC3 (n=2) kainiyHi NposBYU 3’ IBJSATUCS Mi3HI-
e — npubM3HO y Bini 12 micsaiis. PesysbraTu cio-
CTEPEKEHHS 3aCBIIYMIIN MOKJIUBY BapiabebHICTh
BiKy /1e0I0TY 3aJI€5KHO Bijl FeHETUYHOTO ITiATHUILY, O/
HaK 0TPeOYIOTh MiATBEPKEHHS B OLIbIINX JOCITi-
JUKEHHSIX.

[HTeHCUBHICTD cBEpOEKY, olliHeHa 3a VAS, y maiti-
enris i3 PFIC1 xonuBanacsa B Mexax 6—8 Gauis, Toxl
stk y narienTis i3 PFIC2 cBepbisxk 6yB 6iJibIn Brpa-
skerrM — 8—10 6aJtiB, 1110 BiAIOBIAANO0 TAKKOMY CTa-
Hy. ¥ naitienTis i3 PFIC3 cBepbix otiHOBaBCs sIK
nomipauii — 5—7 Ganis. OTpuMaHi faxi 3acBianm
MOsKJIUBY acouialiio mixk Turiom PFIC i Bupaskenic-
TIO CBEPOEKY.

JKoBTgaHuUIg criocTepiranacs y BCiX MAITiEHTIB i3
PFIC1i PFIC2. Boprouac BoHa Bifi3HAYa/IACs JIUTITE
B oxuoro namienra 3 PFIC3, 1o Bigmosigaso sertmo-
My 1iepebiry i misHboMYy 1e6I0TY.

JlabopaTopHi MOKAa3HUKY BKA3yBaJU Ha CTYIIiHb
ypaxenHs nedinku. CepeaHiil piBerb 6imipyOiHy
npu PFIC1 xonuBaBcsa Big 70 MKMOJb/I 110
180 mxmomn /i1, ipu PFIC2 — Big 90 Mmxmomb/a1 10
200 mxmoub /i1, a mpu PFIC3 — Big 60 MxkMoJtb /71 10
110 mxmoJb /i1 11i gani 3acBigumin HaitbiibIe mi-
BUIIEHHS )KOBYHUX TTirMeHTiB y narienTiB 3 PFIC2,
1[0 BiITIOBiIa/10 TSKKOMY KJITHIYHOMY Iepebiry XBo-
pooOw.

[Mokasuuku AJIT i ACT Takosx BizoOpaskaiu Tsx-
KicTb renaroremossapHoro ypaskennst. [Ipu PFIC1 pis-
Hi AJIT komusamucs Big 120 O/ 10 250 On /i1, ACT —
Biz 100 Ox/m no 220 Opn /. IIpu PFIC2 AJIT nocsras
200-400 On /a1, ACT — 180-350 Oz /o1, 1110 3aCBiT4mIO
BUpaxkeHe ypa)xeHHd mnedinku. llamientn
3 PFIC3 manu momipae migButiieHHs: (hepMeHTiB:
AJIT - 100-180 On/1, ACT —90-160 O/ .

Famma-rayramistpancdepasa, MapKep XoJiecTasy
Ta ypaskeHHs JKOBUHKX TIPOTOKIB, OyJIa i IBUIIIEHOO
y BCix migTumax, ajge Haibiapmi (150-250 Oxn/n)
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3HayeHHsd criocrepiranucs npu PFIC3, Toxi sk npu
PFIC1 1 PFIC2 nokasHuUKU KOJIUBAJIUCS BiJ
50 Ox/m mo 120 On /i Big 80 Ox/n 1o 150 Ox/ i,
Binmosiznno. Ile BigmoBigamo Bimomomy henoTumy
PFIC3, kosm xoJtecTas acoliloeThes 3 1edilnToM
dochomimiais i nopymenasam po6oru MDR3, mo
pU3BOANTS 10 TiaBuIenns ['TT.

OTiKe, aHaI3 KIIHIYHKUX 1 7a00PaTOPHUX JaHUX
3acBipuuB, 1o PFIC2 xapakrepusyBaBcst Haltbibn
paHHIM e610TOM i HAlOI/IbIIT BUPAsKEHUM XOJIeCTa-
tuanuM cuaapomom, PFIC1 — momipuuwm,
a PFIC3 — 6isibIir mi3HIM TOYaTKOM i3 TlepeBasKHIM
migsuniendsm [TT i BigHOCHO lerkuMm mepebirom.

Anani3 hisuIHOTO PO3BUTKY TA ICUXOEMOITITHOTO
crany aitei i3 PFIC Ha MOMeHT 3BepHEHHS TIOKA3aB,
110 Pi3Hi MiITUTIN 3aXBOPIOBAHHA MaJH crienndidHi
BigMinHOCTi 32 mokazuukamu IMT, koeditienTom
po3BuTKy (QD) i piBHeM TpuBoxkHOCTI 3a HAM-A
(tabur. 3).

KoedittieHT po3BUTKY, iHTETPAJIBHUN TTOKA3HUK
MICUXIYHOTO PO3BUTKY AUTUHU, MaB CYTTEBI Bi/IMiH-
Hocti Mixk miarunamu. [Ipu PFIC1 QD kosmBaBcs
B Meskax 85—95, 1110 BinOBiza10 c1abKoMy HOPMaJib-
Homy po3Butky. [Ipu PFIC2 QD 6yB HallHIZKYNM —
70-80, 1110 XapaKTepu3yBaIocs K MeKOBI BUTTA/IKI
3aTPUMKH TICUXIYHOTO PO3BUTKY, III0 MOTJIO Oy TH Ha-
CJTIKOM PAHHBOTO 1 TSXKKOIO X0JIECTATUYHOTO ypa-
JKeHHS TIeYiHKU Ta TIOB’sI3aHOTO 3 HUM XPOHIYHOTO
nuckoMdopTy, 30kpema 3i cepbexem. Ilpu
PFIC3 QD 6yB 90—100, 1110 BiZlOBIaJI0 CEPEAHBOMY
HOPMaJIbHOMY PO3BUTKY 1 3aCBi/[YNJIO BI/THOCHO Kpa-
U TICUXOEMOITIHHUH CcTaH JiTell i3 1M TiATUTIOM.

OmninrtoBanHs TpuBOkHOCTI 32 HAM-A mokasao,
o B nanienTis i3 PFIC1 i PFIC3 piBenn TpuBo:X-
HOCTI OYB HOMIpHKM, TOZAI K y naiienTis i3 PFIC2 —
BUCOKHUM, 110 Y3TOJIKYBAIOCH 3 TSOKUUM KITTHIYHUM
nepebiroM, paHHiM 1e6I0TOM CUMITOMIB 1 3HAYHUM
BILJIMBOM Ha SKicTb ;kuTTd. 11 1aHi Bkas3aju Ha Tic-
HUM B3aEMO3B’I30K MiXK TSKKICTIO (DI3MYHOTO ypa-
SKEHHSI 1 TICUX0eMOI[iIHHUM CTAaHOM JIiTeil.

Cunin 3ayBaxkuTH, 1m0 B Koropti naiieaTis PFIC2
aCOII10BaBCs 3 OLJIbII BUPAsKEHUMU ITOPYIIEHHSIMU
(hiznuHOTO 1 ICUXOEMOIIHHOTO PO3BUTKY, TOJI SIK
npu PFIC1 cnocrepiranucsa nmoMipHi 3MiHWH,

99



Yntante Hac Ha canTi: https://med-expert.com.ua

ORIGINAL ARTICLES

Tabruys 4
Pe3ynbTaTth NlikyBaHHSA AiTel i3 nporpecyoymMm ciMeiiHMM BHYTPILLHbOMNEYiHKOBMM XONecTasomM
JlikyBaHHs KinbkicTb nauieHTiB Pesynbtar

KoHcepBaTuBHe 5 [MoninweHHs GIOXIMIYHNX NOKa3HMKIB Y 313 5, 4aCTKOBE 3MEH-
LEHHA CBepOexy

ITXKK 2 3HaYHE 3MEHLWEHHA CBepOexy, NABULLEHHSA GKOCTI XUTTH Ta Na-
OOPAaTOPHVIX NOKA3HNKIB

XipypriuHe BiABEAEHHA XOBUYI 2 BioHOBNEHHSA (DYHKLIT MeUiHKK NICAY TPaHCNIaHTaull, 3MeHLeHHA

+ TPaHCMNaHTaLIs cBepOexy

a PFIC3 xapakrepusyBaBcst BiITHOCHO KPaIIMU TT0-
Ka3HUKaMU PO3BUTKY. Takuil aHaJi3 MiIKpPeCIUB
Ba)KJIUBICTh MYJIBTAIUCITUTLIIIHAPHOTO TiIXOY, 10
nepesOadaB MOHITOPUHT POCTY, TICUXOEMOIIHTHOTO
CTaHy i CBO€YACHE JIIKyBaHHS, a TAKOXK CIIPUSIO
OTITUMi3aIli1 JOBTOCTPOKOBUX PE3YJIBTATIB Y IiTEH i3
PFIC.

AnaJmi3 niKyBaJbHUX MAXOIIB MO0 7 00CTeExRe-
Hux giteit i3 PFIC 3acBigunB pi3Hy eeKTUBHICTD
3aJIe’KHO BiJl 3aCTOCOBaHOI Teparii (Tabur. 4).

32 OTPUMaHUMHU JJAaHWMH, KOHCEPBATUBHE JIKY-
BaHHS, 1[0 Tlepe16ayaio cTaHAapTHI METOAN Miji-
tpumkn nedinkn (Y XK, xorectupamin, BiTamiam
A, D, E, K), 3actocoByBaju B 5 naiienTtis. Cepej
HUX y 3 giTeil nosinmmancs 6i0XiMiuHI MOKa3HUKH,
30KpeMa, 3Hn3uBCs piBens OLtipy6iny, AJIT i ACT,
10 BKA3aJI0 Ha YaCTKOBE Bi/IHOBJIEHHS (DYHKITIT 1T€-
gigkn. OHaK y TUX CAaMUX MAIi€HTIB JINTIIE 9aCTKO-
BO 3MEHIINBCS CBEPOiK, 110 3aCBIAYIIO OOMEKEHY
e(eKTUBHICTb CTaHAAPTHOI KOHCEPBATUBHOI Teparil
P BUPa)KEHOMY X0JIecTasi Ta iHTEeHCUBHOMY CBep-
6esxi.

[HriGiTopy TpaHCIOPTEPa JKOBYHKMX KUCJIOT 3aCTO-
cyBamu y 2 namienTtiB (PFIC3, a Takox B 1 ckiajiHo-
my Bumaaky PFIC2). Y it rpy1ii 3Ha4HO 3MEHTITH-
Jlacsi IHTEHCUBHICTH cBepOEKy, M0 OI[iHIOBAIN 32
VAS, i nosinmmincst 1abopaTtopHi MOKA3HUKH, 30K-
pema, HopMasTidyBaBcst 200 iCTOTHO 3HU3WBCST PiBEHb
KOH'IOroBaHoro 6i1ipy6iHy Ta 1e4iHKOBUX (hepMeH-
TiB (AJIT, ACT, I'TT). Kpim Toro, y marfieHTis miBu-
IUAJTACST SIKICTD KUTTSI, 10 BiZI0OPasKaIoCs B 3HU-
JKeHHI TPUBOXKHOCTI, KpaioMmy cHi i aneruTi. 1Li
pe3yJIbTaTH 3aCBiIYNIIN BUCOKY KJIIHIUHY e(heKTUB-
aictb IT)KK y miteit i3 momipHuM i TSKKUM cBephe-
JKeM Ha TJIi X0JecTasy.

Jlsom mamientam i3 PFIC2, y sikux 6yB TS/KKUI
POrpecyoyuil XoaecTas i BUCOKUHI PU3UK PO3BUTKY
I[UPO3Y, BUKOHAJIN Bi/IBE/ICHHS KOBYI 3 [10/IaJIbIIOI0
TpaHcIIanTali€eo nedinku. Ilicas tpancrianTaii
BifiHOBUJIACS (DYHKIIISI TEYiHKK, HOPMaJTi3yBaIucs
J1ab0paTOPHIi ITOKA3HUKH i 3HAYHO 3MEHIINBCS CBEpP-
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Ok, 110 JaJI0 3MOT'Y Malli€HTaM JOCATTH CTabiIbHOTO
(hizmunOTO i ICUXOEMOTTIITHOTO cTany. [leit pe3yJib-
TaT MmiaKpecaioe, 1o npu Tskkux gopmax PFIC,
ocobmBo PFIC2 i3 panHiM 1€610TOM i TSIKKIM ypa-
JKeHHSAM TIeUiHKU, Xipypriune BTPy4YaHHs € KpUTUY-
HO BayKJIMBYIM JIJIsT 3a1100iraHHs TPOrPeCyBaHHIO JI0
TepMiHaJIBHOI CTail Ta MiABUIIEHHS SIKOCTI JKUTTSI.

[Iporpecytounii ciMmeitHUIT BHY TPillIHHOIIEUiHKO-
BUH XOJIECTA3 € PI/IKICHUM, aJie KIIHIYHO 3HAUY UM
3aXBOPIOBAHHSIM MEUYiHKH, 10 TTIOTPeOY€E PAHHBOTO
BCTAHOBJIEHHS JIIaTHO3Y 1 KOMTIJIEKCHOTO BEICHHS.
Hocsia lenTpy miATBEP/XKY€E HASABHICTH XapaKTep-
HUX KJIHIYHUX MPOSIBIB Y TAKUX MAI[IEHTIB, 30KPEMa,
PaHHBOTO J1E0I0TY JKOBTSIHUII, BUPAsKEHOTO CBephHe-
Ky, 3MiH MEYiHKOBUX (DEPMEHTIB i TOpyTeHb (i3ud-
HOTO PO3BUTKY, ITI0 Y3TO/IKYETHCS 3 TAHUMU JIiTepa-
Typu [2,6].

3a OTpUMaHUMW HAMU pe3yJIbTaTaMi, KOHCePBa-
THUBHA Tepallis 3abe31ednia MoMipHe IOJIIIeHHs
B mmartienTis i3 PFIC1 1 PFICS3, toxi ax PFIC2 no-
TpebyBaB PaHHBOTO XipPYyPTiYHOTO BTPy4aHHs abo
TpaHcmaaHTalii nevinku. i gani kopeamwoioTh i3
Mi>KHAPOJHUMU PEKOMEH/IAIISIMU, SKi TTAKPeCcIo-
10Th, 10 BSEP-nedinut npu PFIC2 nos’si3annii i3
BUICOKMM PU3WKOM PO3BUTKY ITUPO3Y Ta Terarore-
JOJISTPHOT KapIUHOMH, 10 POOUTH CBOEYACHY
TPAHCIIAHTAIIO KJII0YOBUM METOZIOM 30€PesKeHHS
xutts [3,8].

[ITomo cyyacHUX TepaneBTUYHUX ITiIXO/IiB, TO 3a-
crocyBanusa [T/KK y marientis i3 PFIC3 y naBene-
HOMY HaMH JIOCJII/[PKeHH1 CIIPUSIIO 3HAUHOMY 3MeH-
IIEHHIO cBepOesKy 1 MoJiNIeH o TabopaTOpHUX
noka3HukiB. Ile kopestoe 3 pesysibraTaMu MiskKHa-
PO/IHUX CIIOCTEPEKEHbD, 110 CBI/TYaTh PO e(PeKTUB-
nictb I'T/KK y 3HMKEHH] X0/IeCTaTHYHUX CUMIITOMIB
i BigTepMiHyBaHHi IporpecyBatHst pibpo3y HmediHKu
[2,10].

Y nnani hisndHOTO 1 ICUXOEMOTIITHOTO PO3BUTKY,
3a OTPUMAHUMU HAMU JIAHUMU, Y TIAITIEHTIB IIOMipPHO
3au3uncs nokasHuku IMT i DQ, a piBeHb TPUBOIK-
HOCTI BiJITIOBI/IaB TSIKKOCTI cUMITTOMIB cBepOexy. Ile
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BiIOBI/Ia€ TAaHWUM JIOCTiIKEHb €BPOITEMCHKUX 11EH-
TPIB, IKi 3a3HAYAIOTH, [0 XPOHIYHUI cBepOIK i 00-
MekeHa (hisnIHa aKTUBHICTh CYTTEBO BILJIMBAIOTh HA
SAKICTD JKUTTS 1 IICUXOEMOLIMHUN CTaH aiTen i3
PFIC, mio migkpecioe HeoOXiHICTh My IBTUANCIIN-
IJIIHAPHOTO TiIXO/LY /10 JiKYBaHHSI, BKJIIOYHO 3 [1CH-
XOJIOTIYHOTO TATPUMKOIO [3,9].

MixHapo/Hi eKCIepTH TaKosK MiIKPECTI0I0Th 3HA-
YeHHS TeHeTUYHOI Bepudikartii /751 mepconidikoBa-
HOTO TIIXOMY 710 JiKyBaHH, ocKiabku tun PFIC
BU3HAYAE K KJIIHIYHUIT epelir, Tak i eeKTUBHICTD
Tepariii. Y HaBe/IeHOMY HaMHU JIOCJTiIKEHHI TTITBep-
JDKEHO 1110 3aKOHOMipHicTh: nartienT 3 PFIC2 manmmn
HAWTSDKIMI KT HIYHII 1epe0ir 1 HaityacTiire moTpe-
OyBaJii TpaHcIIaHTalil, Toai sk narienT 3 PFICT i
PFIC3 3a3Buyaii pearyBain Ha KOHCEPBATUBHY Te-
parmiio a6o IT)KK.

Otpumani HaMu pe3yJIbTaTH IIJIKOM Bi/ITOBia-
I0Th Cy9aCHUM Mi;KHAPOTHUM PEKOMEH/IAITiSIM TTOJI0
Beziendst PFIC 3 yTouHeHHSAM JIOKaJIbHUX 0CO0JIH-
BOCTeI:

* paHHE BCTAHOBJIEHHS JIiarHO3Y i reHeTHYHe Tec-

TYBaHHS € KJIIOYOBUMU CKJIAJIOBUMU;

» koHcepBaTuBHe JikyBaHHs Ta [T/KK edexrrs-

ui g PFIC1i PFIC3;

* XipypriuHe BTpy4YaHHS 1 TPAHCTIIAHTAITiS TIeYiH-

k1 HeoOxizHi 1t PFIC2 i3 TSOKKHUM X0JIECTa30M;

* MYJBTUANCIUTITIHAPHUM TTi/IXi/1 Moy € (i-

3WYHUUN 1 ICUXOEMOITIMHUHN CTaH [IiTel 1 miaBu-
Y€ SKICTh JKUTTS.

Ortxe, y llenTpi HaripaiiboBaHO MO3UTUBHU J10-
CBi/I leHTpasizoBaHoro BesienHd Aiteil i3 PFIC, mo
Bi/ITTOBIJIA€ CBITOBMM CTaHAApPTaM i ITiIKPECTIOE BaXK-
JIUBICTH KOMILJIEKCHOT'O OI[IHIOBaHHS, CBOEYACHOTO
JIIKyBaHHSI 1 MOHITOPUHTY TIAI[IEHTIB.

BucHoBku

Amasti3 pe3yssraTiB 00CTeKeHHS 1 JIIKyBaHHs 7 [ii-
teii i3 PFIC cBiguuTh, 1110 fiaTHO3 IPYHTYETHCS HA
KOMTIJIEKCHOMY OITIHIOBaHHI KJTIHITHUX TTPOSIBIB, JIa-
60paTOPHUX MMOKA3HUKIB i PE3YJIBTATiB MOJIEKYJISIP-
HO-TEHETUYHOTO TECTYBAHHS METOIOM CEKBEHYBaH-
Hsa HOoBoro mokojinHsa (NGS), mo gae 3mory
yrounutu Tint PFIC i mpoBecTn 1ioro MOJIeKyIsIpHy
Bepudikariiio.

Vi marienTn o6cTeskeHi i3 3acTOCyBaHHSIM KOMIT-
JIEKCHOTO TIIXOMY, IKUH rmepeadavyac KaiHiqHe OIli-
HIOBaHHsI, 3aCTOCYBaHHs O10XiMiYHUX TECTIB, iH-
CTPpyMeHTaJIbHE JAOCTiKeHHs (yJIbTPa3ByKOBe
JIOCJI/IKEHHS TICYiHKH ), & TAKOK MOJIEKYJISIPHO-Te-
HeTUYHe TecTyBaHHs. Takuil migxiz 3abesmedye 1mo-
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OPUTTHAABHI AOCAIAKEHHSI

BHY KJIIHIKO-1a60paTOPHY i FeHETUYHY XapaKTepuc-
THUKY 3aXBOPIOBAHHS B KOKHOTO TIAI[IEHTA.

OtpumaHi pe3yJibTaTh JOBOJSTD, 1110 KJIIHITHUN
nepebir PFIC 3aiexuTh Biji TeHETUYHOTO I ATUILY
3axBopioBanss. [lamientu 3 PFIC1 xapakrepusy-
I0ThCsI BIITHOCHO IIOMIiPHKM IIePeBiroM i3 mepeBaskaH-
HSIM CBepOEeKY 1 4aCTKOBOIO BiIMOBIII0 HA KOHCEP-
BatuBHy Teparniio. [lamientn 3 PFIC2 maiors
HAUTSOKYINI TIepebir i3 paHHIM PO3BUTKOM XOJIECTA3Y
i mporpecyBaHHAM MTEYiHKOBOI HEJOCTATHOCTI, 10
3YMOBJTIOE HEOOXITHICTH XiPypriuHOTO BTPYYaHHSI
i TpancianTaii nevinku. [lamienTn 3 PFIC3 ma-
I0Th Hi3HIIMIT 1e010T 1 BIJHOCHO Kpally BiAnoBiab
Ha (hapMakosioriuny Tepario, 30kpema [T/KK, 1mo
CYIPOBOKYEThCSI 3MEHIIIEHHSAM CBEPOEIKY 1 MOJIIII-
MIEeHHSIM Oi0XIMIYHUX TOKA3HUKIB.

OTpuMani gafi TiAKPECTIOIOTh BaKJINBICTD TIEP-
COHI(HIKOBAHOTO MiIXOY /10 BeIeHHS MAIli€HTIB i3
PFIC, sikuit 6a3yeThcst Ha MyJIBTHIUCIUTLI HAPHI T
B3a€EMOJIi1 1e1iaTpiB, TeMaTOJIOTiB, FTeHETUKIB, Xipyp-
riB i mewxoJioris. Takwit miaxiz gae 3mory 3abe3re-
YUTU AMHAMIYHE CIIOCTEPesKeHHH 3a KJITHIYHUM CTa-
HOM Malli€eHTiB, KOHTpoJeM JabopaTOpHUX
nokasuukis (6inipy6in, AJIT, ACT, I'TT), orinioBaH-
HSIM IHTEHCUBHOCTI CBEPOEIKY, a TAKOK MOHITOPHH-
TOM (hi3MYHOTO i TICUXOEMOTIIITHOTO PO3BUTKY.

PexomennoBana ctpaterisi ciocTepeKeHHs 11e-
penbadae peryaspHUl KAIHIKO-1a00paTOpHUii
KOHTPOJIb KOKHI 3—6 MicsIIliB, iHCTpyMeHTaIbHe 00-
CTE)KEHHS ITeYiHKM (30KpeMa, YJIbTPa3BYKOBE 10CTi-
JUKEHHST ) KOKHI 6—12 Mics11iB, a B AIIEHTIB i3 MPo-
rpecyourM (hibpo3oM abo IUPO30M — J0JATKOBUIA
MOHITOPWHT 13 BU3HAYEHHAM OHKOMApKePiB 1 InHA-
MIYHUM Bi3yasi3alliifHuM KOHTPOJIEM.

IIpakTuuni pekomenaanii. Ha ocHoBi orpumano-
O KJIIHIYHOTO JIOCBiTy MOKHA C(POPMYJIIOBATH TaKi
migxonu no Begenus namienTis i3 PFIC:

KoHcepBaruBHa Tepartist MOKe 3aCTOCOBYBATHUCS
B TIAI[IEHTIB 13 MEHIIT BUPAKEHUMHU ITPOSIBAMU XOJIeC-
Tazy abo B pa3i 0OMEKEHOro JOCTYILY 0 cirerudiu-
HOTO JIiIKYyBaHHsI, 320€31e4yi0Yr YaCTKOBE TOJIiTI-
meHHs gabopatoprHux mokasHukis. [TKK
Yy KOTOPTI HaBeZIEHUX HAMU TTAI[iEHTIB aCOIIIOETHCS
31 BMEHIIIEHHSM IHTEHCUBHOCTI cBepOesKy i ImiBu-
HIEHHSM SKOCTI JKUTTS, 110 /Ia€ 3MOTY PO3TJIaTh
IT/)KK gk edekTuBHUI BapiaHT Tepatii B 1iTel i3
CEPEeIHBOTSIKKUM 1 TSKKUM XOJeCTAaTUYHUM CHH-
JIPOMOM.

Xipypriuse BiJiBe/IeHHS 3KOBYI i TPaHCILIAHTAIliA
MEeYiHKY 3aTUIIAI0ThCS BasKJINBUMU METOIAMU JIiKY-
BaHHS B MAIlIEHTIB i3 TSKKUM [TPOTPECYIOUUM Tiepe-
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6iroM 3axBopioBaHHs, 30kpeMa, ipu PFIC2, o
Y3TO/IKYETHCS 3 IAHUMU JIITEPATYPH.

OTpuMaHi pe3yJibTaTh CBiT4aTh, IO pi3HA KJIiHIY-
Ha BiZITIOBiTb HA TEPAITITO 3a/I€KUTH BiJl TEHETUYHOTO
migruny PFIC i cTynens ypaskeHHs Ie4iHKH, 1110 00-
IPYHTOBYE HEOOXIZIHICTh BEeJEHHS TaKKX MAI[I€HTIB
y crielianizoBaHuX 1eHTpax. Taki meHTpu 3abe3re-
YYIOTh MOKJINBICTh KOMIIJIEKCHOTO JIIarHOCTYBaHHS
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