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XBopob6a baitnepa (XB) - pigkicHe, TsKKe /151 BCTAHOBJICHHSI IiarHO3Y, CIIaIKOBE XOJIeCTAaTIYHe 3aXBOPIO-
BaHHA nedvinky. CBO€YacHa [iaTHOCTMKA, paHHA KOPEKIIid i mKyBaHHA (30KpeMa i TpaHCIIaHTALlis MeYiHKN
(TII)) moninmmytothb AKicTh Xutta (S10K), monepemkamTh HeoNpaBHi MeYiHKOBi 3MiHY, OIiOpraHHY Hefo-
CTaTHICTb 1 CMEPTh.

Merta — BUBIUTY OCOONMMBOCTI IyidepeHIIiiHOI AIaTHOCTIKY, MOXK/TMBOCTI, TEPMiHU, CTPATeTii, 3ac00M KOHCep-
BaTMBHOTO JTIKYBaHHS, XipypriuHoi kopekuii (mamiaTuBHe xipypriute Brpy4danus (IIXB), TII) y i’situ girteit i3 Xb.

Marepiamu Ta Mmetopu. IT’aTb KniHivHNX BunafkiB Xb i3 ;aHMMU reMaToIOriYHNX MOKA3HUKIB y IpoLeci /TiKy-
BaHHA, isuuHOoro po3sutky (®P) (rapmoHiitHicTh, iHfekc Macu Tina — IMT), HepBOBO-IICUXiYHOTO PO3BUTKY
(HIIP), K mo nmixyBanHs, micys ITXB, mics TII.

Pesynbrarn. [IpoananisoBaHo I'ATh KIiHiYHMX BuNankiB Xb, OfMH 3 AKX — JleTanbHMIL. Yci OKa3HMKH (Te-
matosoriuni, ®P, HIIP, I0K) nominurysanucs nicns [IXB, mpore noBHicTIo HopManisysanucs nuie micms TII

BucHosku. [TudepeHtiiriamit fiarHo3 TsHXKKOTO cagkoBoro pigkicHoro 3axBopioBanus IICBX (Cb i Xb) mox-
JIMBUI i3 BUKOPVCTAHHAM r€HETMYHUX METOJiB JOCTiPKEHHA SIK MapKepa 1IbOro 3aXBOPIOBAHHA Cepef YCixX Xo-
JIeCTAaTUYHNX 3aXBOPIOBaHb Y [iTell paHHbOrO BiKy. KiTiHiuHi 03HaKM 3aXBOPIOBaHHA 3 AB/IAIOTHCS B HEOHATAIb-
HOMY Ilepiofii i mporpecyroTh y mepiii Micsni XUTTs. PaHHS cy4acHa iarHOCTMKA i BiiBefieHH: >KOBYi 3a1106iraloth
NIe9iHKOBMM 3MiHaM i cMepTi. [laniaTBHe onlepaTuBHE BTPYYaHHA BUKOHYIOTD y pasi IBUIKOTO IPOrPECYBaHHSA
LIMPO3Y Ta 3aTpO3M II€9iHKOBOI HEJOCTATHOCTI AK TUMYACOBMIA 3aXiJ| [/ JIIIIO]I IIiATOTOBKY IAIliEHTA /10 TPaHC-
IUTAaHTALlii i1 OTPYMaHHS pe3y/IbTaTiB FeHETUYHOTO aHai3y, IIPOBeNeHHs HeOOXiTHMX 1jeTIeHb Ta KOPeKIil Cy-
IYTHiX BPOJ KEHUX i Ha6yTI/IX 3axBOpI0BaHb, noninmenHs OP, HIIP, K, 6i0XiMiYHMX ITOKA3HMKIB, JaHUX
ynbTpasBykoBoro gocnimkeHHs. TII - epextuBHMit MeTop pagykanbHoro nikyBaHHs Xb, Hopmanisanis CP, HIIP,
SDK, 6ioximMiuHUX i cOHOTpadiTHMX TOKa3HMKIB.

JocmimkeHHs BUKOHAHO 3TifHO 3 pyHUMIaMy lenbciHcpKoi gexnaparii. IIpoTokon gocifkeHHA yxBaneHo Jlo-
Ka/IbH/M eTYYHIM KoMiTeToM iHcTHTyTY. Ha poBefieHH:A AOC/iIkeHb OTpIMaHO iHpOpMOBaHY 3rofiy 6aTbKiB iTeil.

ABTOpKa 3asBJIsI€ PO BifICyTHiCTh KOHQIIKTY iHTEpeciB.

Kntouoei cnosa: xsopoba baitnepa, cunapom Baitnepa, giTit, TpaHCIUTaHTALTisI TeYiHKM, XPOHIYHMIT XO/TeCTas.
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Byler’s disease (BD) is rare and difficult for diagnosing hereditary cholestatic liver disease. Proper diagnosis, early correction and treatment
(including liver transplantation (LT)) improves the quality of life (QoL), prevents irreversible liver changes, multiple organ failure and death.
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Clinical case

Aim - to study the features of differential diagnostics, feasibility, terms, strategies, methods of conservative treatment, surgical correction
(palliative surgery (PS), LT) in five children with BD.

Materials and methods. Five clinical episodes of chronic disease with data on hematological indicators during treatment, physical develop-
ment (PD) (harmony, body mass index — BMI), neuropsychiatric development (NPD), QoL before treatment, after PS, after LT.

Results. Five clinical episodes of chronic disease were analyzed, one of which was fatal. All indicators (hematological, FD, NPD, QoL) improved
after PS, but completely normalized after LT.

Conclusions. Differential diagnosis of severe hereditary rare disease progressive familial intrahepatic cholestasis (BD) is possible using ge-
netic research methods as a marker of this disease among all cholestatic diseases in young children. The first clinical signs of the disease
appear in the neonatal period and progress in the first months of life. Early modern diagnosis and diversion of bile prevent liver damage and
death. Palliative surgical intervention is performed in the case of rapid progression of cirrhosis and the threat of liver failure as a temporary
measure to better prepare the patient for transplantation and obtain the results of genetic analysis, carry out the necessary vaccinations and
correct concomitant congenital and acquired diseases, improve PD, NPD, QolL, biochemical indicators, ultrasound data. LT is an effective
method of radical treatment of BD, normalization of FD, NPD, QoL, biochemical and sonographic indicators.

The research was carried out in accordance with the principles of the Declaration of Helsinki. Informed consent of the child and child’s parents

was obtained for the research.
The author declares no conflict of interest.

Keywords: Byler’s disease, Byler’s syndrome, children, liver transplantation, chronic cholestasis.

Beryn

IIporpecyrounii ciMeifHNIT BHY TPillTHbOII€YiHKOBUI
xonecras (IICBX, progressive familial intrahepatic
cholestasis, PFIC) - 1je rpyma ayToCOMHO-peLieCBHUX
XO7eCcTaTUYHUX 3aXBOPIOBaHb NEYiHKU, AKi MOAiNA-
I0ThCA Ha MiATPyNM BifJIOBiJJHO KO T€HETUYHOTIO Je-
dexTy, KITHIYHOI KAPTUHM, pe3y/IbTaTiB m1aboparop-
HUX JOCIIIKeHb i ricronorii neuinku [7,17]. 3rogom
MOXXYTb PO3BUHYTHUCA Iporpecyrounii ¢pibpos medin-
KM, IMPO3 i TepMiHa/lIbHA CTa/lid 3aXBOPIOBAHHA II€YiH-
ku (TC3II, ESLD). IICBX ynepiue onucanmnii B amilris,
Hamankis [Ixeitko6a baiinepa, ToMy crioyaTky Hasm-
BaBcs xBopoboto baitnepa (XB) o po3BUTKY reHeTn-
HUX oCTigpKeHnb. [Tomupennit y BCbOMy CBiTi, 9acTO-
Ta — 1:50 000-100 000 HOBOHApOAKEHUX, IPOTE
TOCTEMEHHO He BifloMa. BBaxkaeTbc4, 110 3 yCiX BUIAZ-
KaX XO0JIeCTa3y, 10 CIIOCTEPIraloThCsA B NeAiaTpUYHiNi
nomnynAnii, maike 10-15% nos’sa3aHi 3 [ICBX, TOMY
noTpebyoTh ArdepeHuiHOI JiaTHOCTUKY 3 iHIIMMYI
3aXBOPIOBAaHHAMM, HAIIPUKJIA[, i3 CMUHAPOMOM AJaXk1t-
ns [8,17].

3axXBOPIOBAHHA MOAIAIOTh Ha TPU MigTUIN. YCi TpU
iy [ICBX cnpnunzeHi nedexramu cekpenii )xoBui
Bip remaTtoruTiB go kaHanbniB. Tumm IICBX 11 2 3ape-
ecTpoBaHi B ycix perionax. [ICBX 3 nomivennii y 3axin-
HOEBPOIIEIIChKIX, O6inuX i miBHiYHOAPUKAHCHKIMX apa-
6iB. [TamienTu 3 IICBX 1 MOXXYTb MaT¥ HU3bKUIA 3PicT,
3aTPUMKY POCTY, IIyXOTY, iapelo, HaHKpeaTuT, IifBy-
LIeHY KOHILIEHTPAIil0 eIEKTPOJIITIiB y IIOTi, CT€aTo3 Ie-
YiHKM Ta HOCOBY KPOBOTEYY, HE3BAXKAIOUM Ha reMopa-
rivauii giares, Toxni sk IICBX 2 Moke 6e3nocepeHbO
BKa3yBaTU Ha 3/I05IKiCHe HOBOyTBOpeHH:. [lanienTn 3
I1CBX 3, iMOBipHO, MalOTb LMPO3 MeYiHKU B IIi3HbOMY
AUTUHCTBI Ta MonopfoMy Bini. Kniniuna kapTuHa, 6io-
XiMisl I€4iHKY, peHTT€HOJIOriYHe Ta riCTONOriYHe [o-

CIIiIPKEeHHA JaloTb 3MOTy fiarHoctyBaTy IICBX i pos-
pisHUTY migTHI [6,18].

IIporpecyro4nit ciMeltHNII BHYTPIlIHbOIIEYiHKOBUIA
XOJIeCTa3 € OJHUM i3 HAMTAXKYINX XONeCTaTUIHUX 3a-
XBOPIOBaHb IEYiHKM B JUTAYOMY Billi, 1[0 IPU3BOANTD
IO LMpPO3y Ta TEpMiHa/IbHOI CTaflil 3aXBOPIOBAHHA ITe-
ginkyu. CBepOiX, OB’ A3aHNII i3 HAKONMYEHHAM HaJl-
MipHOI Ki/TbKOCTi >KOBYHUX KUCTIOT, € HaltOinbII Tpu-
BOXXHUM CHUMITOMOM. IcHye paAn mMegmdHuUX
TepaneBTUYHNUX 3ac00iB, AKi MaloThb 0OMeXXeHi mepe-
Baru. I € feaki xipypriuHi BapiaHTU, AKi IO3UTUBHO
BIUIMBAIOTD HAa CUMIITOMH i TicTosorito nevinku. [lepe-
Bara XipypriqyHoi TeXHiKM 3a7IeXKUTD Bifl aHaTOMiI TpaB-
HOTO KaHaJly nali€eHTa, mepesar i JocBipy xipypra.
OcCKibKM TOJIer e s CUMIITOMIB He 30epiraeTbcs B
rocTpiit popMi, OIHOPa30Bi Yepe3LIKipHi KaTeTepu ALt
OPeHaXXy )KOBYOBMBIITHUX II/IAXIB HE MigXONATD 1A
11i€l rpymnu 3aXBOpoBaHb [4,6].

MeToau 30BHIITHBOTO BifBeTeHHS BK/TIOYAIOTh CTO-
MY, TOMY BUHMKAIOTb YCK/IaJJHeHH, IIOB’sA3aHi 3i cTo-
Momo. TexHika BHYTPIillTHbOTO APEHAXKY [jA€ 3MOTY YHUK-
HYTU cToMI. BOHM MaloTh HIDKUUI piBeHb YCK/IaHEHb
i3abesneuyroTh minmy Axicts >xurta (S1K). Ane ockinb-
KV BOHJ JOCUTb HOBI, TO Mal0Tb 0OMeXXeHi JOBTOCTPO-
KOBi 3BiTy npo pesynbraru [4,10,18].

BinBenenHs 6i1b11l yCIilHi, AKINO IX IPOBOANUTY Ha
PaHHIX CTa/lifIX 3aXBOpIOBaHHA. HeKOHTpONboBaHMII
cBepOiK, He3BaXKar0uM Ha BiIXM/IeHHA ab0 Iporpecy-
104y XBOpOOY Ie4iHKM, MOXKe OCTATOYHO BKa3yBaTy Ha
nortpe6by B TpanciianTanii nevinku (TII). Tpancmnan-
TAIlis1 B )KUBOTO [JOHOPA BBAKAETHCSI OE3IIETHOI0 T
edextuBHO0. Ockinbku TII Bce mie Mae 3Ha4Hi NOKa3-
HMKU 3aXBOPIOBAHOCTI Ta CMEPTHOCTI, IPOTOKOJIN PaH-
HbOTO BUABJICHHSA TaKUX IALIIEHTIB i HAZIEXKHOTO CIIO-
cTepe>keHHs € 000B’13KoBUMM [19].
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JliarHocTyBaHHA Ta NiKyBaHHA nanieHTiB i3 [ICBX
ycknagHeHi. Bouu moxyTp npussogutu go TC3II,
AKIO iX He [IiarHOCTYBATY 1O PO3BUTKY LIMPO3Y Ta Pi-
6posy neuinku. CBoeuacHe (paHHE) BCTAHOBJIEHHA Jiia-
THO3Y Ta BifiBefleHH: >KOBYi MOXYTb 3a1obiraTy 3Ha-
YHOMY PiBHIO 3aXBOPIOBAHOCTiI Ta CMEPTHOCTI BiJ
TC3II [2,10].

Merta joCIifKEHHA — BUBYUTY 0COOMMBOCTI Ande-
PEHLIHOL AiarHOCTUKY, MOXX/IMBOCTI, TEPMiHHN, CTpa-
Terii, 3aco061 KOHCepBaTMBHOTO JiKYBaHHS, XipypriqHoi
Kopekuii B 1’siTu miteit i3 XB.

Marepianu Ta MeTOOM JOCTIIPKEHHA

O6c¢TexeHo 'aATh AiTeit y nepiog 2012-2022 pp. i3
IICBX. BukoHaHo 3arajbHOK/IiIHIYHI, 6i0XiMiYHI, 1H-
CTpyMeHTaIbHi (ybTpassyKoBe focnimxenus (Y3/1);
€30(haroracTpoCKoIist i 6i01ICis MeYiHKY ITifT 3arabHUM
3He0O0/II0OBaHHAM), TicTONOTruHi focmimKenHs. [Ipose-
IEeHO KOHCYNIbTalii CYMI>KHUX CIelialicTiB: memiarpa,
Kapfionora AUTAYOro, HellpoXipypra JUTAYOr0, HeBpPO-
7I0Ta JUTAYOTrO, OTOJAPMHIONIOrA JUTAYOrO, YPOIOra
putsdoro B LleHTpi guTAvoi Xipyprii BifokpemMieHOro
nigpospiny (BIT) «/likapus Cesitoro Muxkomnasi» Komy-
HaJIbHOTO HeKoMeplitHoro nignpuemctBa (KHII)
«JIpBiBCbKe TepuTOpianbHe Megn4He 06’ eqHaHHA «ba-
raronpodinpHa KIiHIYHa TiKapHA IHTEHCUBHMUX METOJiB
JIKYBaHHS Ta MIBUAKOI MegyaHoi fonomorn» (ITepure
TMO m. JIsBoBa; o 01.12.2021 — KHIT «Micbka gutsivya
KIIiHi4Ha /iKkapHA M. JIbBoBa», 3 31.07.2018 - Komy-
HaJIbHA MiCbKa AUTAYa KIiHi4Ha liKapHA M. JIbBOBa,
panime - /IbBiBcbKa MiCbKa AMTAYA K/IiHIYHA TiKapHA).
Tenetnuni gocmimkenHs Ay Bepudikanii giarnosy mpo-
BefleHo KomurtToM 6arbkiB y €sporni i CIIIA 3a cipusHHA
Hep>kaBHOI ycTaHOBU «IHCTUTYT ClTaKOBOI MATOMOTi]
HanionanpHoI akazeMili MeMYHNX HAayK YKpaiHU»
(Y «ICIIHAMHY»).

ITpoBeneHo psf BOCIimKeHDb 1 AudepeHinHoi
JiarHOCTMKM 3 iHIIVMMM 3aXBOPIOBAHHAMU B YOTUPbOX
HiTeil: MyKoBicIuo3, AedinuT al-aHTUTPUIICKUHY, Ia-
JIAKTO3€Misl, TUPO3MHEMIis, MapKepU BipyCHMX relaTh-
tiB B/C, TORCHS-indexuniii.

3 MeTOI0 YHUKHEHH HEellOIPaBHUX NTe4iHKOBYUX 3MiH
i migroToBKM YoTNpHOX ManieHTiB go T1I mpoBegeno
najiaTuHe Xipypriune Brpy4yanHs (IIXB) muraxom Bin-
BeJleHHsI )KOBYI B )k0B4Ye30ipHMK, (iKcoBaHMII [0 Iiepe-
OHbBOI YepEBHOI CTiHKMU.

Edexrusnicts I1XB i TTI BuBYeHO 3a KiHiKO-/1a60-
PaTOPHMMU JJAHUMY, AVHaMiKoIo ¢isnanoro (OP), Hep-
BOBO-IIcuxiuHOro possutky (HIIP), SK.

XipypriuHe lTiKyBaHHsA BUKOHaHO Ha T/li KOHCEPBATHB-
HOTO JTIKyBaHH: (YPCOZIe30KCUXO0/IeBa KIC/IOTA, XONIeCTH-
pamin, Bitaminu A, E, D, K). O6cTexxenHs i miKyBaHH:

Ta6munsa 1

XapakrepucTtuka Benunuray QD
BennumnHa QD Knacudoikauin
130i 6inbwe [Lye BUCOKMNIN pO3BUTOK
120-129 Bucokui
111-120 HopmanbHuin
90-110 CepeaHilt HopmanbHUM
80-89 Cnabkuit HopmanbHU
70-79 MexoBi BunaaKkm
69 i meHwe LebinbHicTb

IIPOBEZIEHO 3TiHO 3 YMHHMMU IPOTOKOoIaMu MiHicTep-
CTBa OXOPOHM 310poB’st Ykpainu [9,11-13,15,16].

SKicTb )XMTTS BUBYEHO 32 TAKMMU ITapaMeTPaMIL:

1. OniHoBaHHA cBepOeXy IIKipy: a) 3a KaTeropiit-
HOIO IKa/I010 (HiKO/u, pifKo, 4ac Bifi 4acy, 49acTo, 3a-
BX/M); 6) 3a Bi3ya/IbHOIO aHA/IOTOBOIO IIIKAJIOK CBephe-
Xy (BAIIIC) 3a 10-6anpHOI0 CHCTEMO: ClTabKuit
cBepbix (3-5 6aniB), moMipHuit cBep6iX (moHaz 5 6a-
TiB), TSOKKUI cBep6ik (rmoHan 8 6amis) [14].

2. BusHayeHH piBHA TPUBOXXHOCTI 3a IIKaomw [a-
MminbroHa (Moaudikosana) [1]. 12 kputepiiB xapakre-
pU3yBalIM BilTIOBiIHO: HEMAE, HE3HAYHMIL, TOMipHUIA,
CUJIbHUIA, IyKe TSKKUIL.

Inpexc macu tina (IMT) BusHaueno 3a popmyoro

IMT=m/h?

e m — Maca Tifa B Kizorpamax, a h — 3pict y merpax.

QisyyHMI pO3BUTOK BU3HAYEHO 33 OLiHOYHUMU
LIKa/IaMJ 3 PO3MaxoM KONMMBaHb (MaKCUMAbHi i MiHi-
MasibHi 3HaYeHHs), LIeHTPa/IbHY TeHeHI {0 (MefiaHy
BIIOPSIIKOBAHOTO PANY) Ta BOCBMM LIeHTV/IbHNX iHTep-
BajiB: 4 i 5 iHTepBaAM HOMOTPaMy XapaKTepPU3yIOTh
TrapMOHIHUI PO3BUTOK, 3 1 6 — AMICrapMOHiNnHNIL, 1, 2,
7, 8 — pisko pucrapmoHniitmit [9,20].

HepBoBo-1cuxiuHmii po3BUTOK OLiiHeHO: 1) 3a cTy-
IeHeM 3aTPUMKMU Bif 1 7o 7 mokasHMKiB: I cTyniHb:
1-2 nokasnukuy, II cryninp — 3-4 nokasuuxu, III cTy-
miHb — 5-7 MOoKasHUKIB [3,9]; 2) 3a koediriieHTOM pO3-
BuTKy (QD) - 1je inTerpanpHa oninka HIIP 3a popmy-
JI0I0 PO3YMOBOI'O PO3BUTKY:

QD = BIIPx100/KB,

ne BIIP - Bik ncuxiuHoro po3sutky (ta6mn. 1), KB -
KaJIeHfapHMit (XpOHOOTiYHMIT) BiK [9].

3arajbHUI ICUXIYHMII BiK BijoOpaXkae piBeHb IcK-
Xi4HOrO PO3BUTKY AUTUHM, BUSHAYAETHCA IIiI 9ac [0-
CITifI>)K€HHA 3aTHOCTi BUKOHYBATy II€BHi HABUYKM, Xa-
PakTepHi 1A JaHOro Mikpomepiony Biky. Llent
IMOKa3HUK € CepegHbOI0 apUbMETHYHOI BeTNYNHA
BMiHb i HABMYOK IUTMHY 332 KO)KHUM IIOKa3HUKOM T'O/I0-
BHUX JIiHiil PO3BUTKY.

Cratuctiyny 06po6Ky ZaHMX IPOBEIEHO 32 JOIIOMO-
roto Excel makety nporpam «Microsoft Word 2016» [5].
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Hocnif>keHHsa BUKOHAHO 3TifHO 3 NpyHIMIaMy lenb-
ciHcpKoOi fexmapanii. IIpoTokon focmifKeHHsA yXBaneHO
JIoka/pHUM eTMYHMM KoMiTeToM iHcTutyTy. Ha mpo-
BeJIeHH: JOCIIi/[)KeHb OTPUMAHO iHpOpPMOBaHY 3rOAy
0aTbKiB [IiTeI1.

Pe3ynbraTi gociimKeHb T2 iX 00TOBOpeHH A

Vi I’ s1Th mallieHTiB HAPOAWIIUCS TOHOIIEHUM, TIe-
pebir BariTHOCTi 6yB 6e3 ocobmiBocTeit. OO THKeHMI
ciMeltHMIT aHaMHe3 OYB y IBOX AiTell: CMEPTb IUTUHU
MepIIOro POKY KUTTA Bifl «<HEBiJOMOr0» 3aXBOPIOBAaHHA
nevinky. Pigniit TiTHi gpyroi suTHHM fiaTHOCTyBanu
Xb y Bini 1 pik y Kuesi, nposenu TII 3a xopmoHOM, fe
TiTka BikoM 20 pOKiB IpOXXMBae i 3apas. Tpoe nanieHTis
HapOJV/INCA Bifi IepIIOI BariTHOCTI, OIMH — BiJ| fpyroi
BariTHOcTi. Hajimonopioro rocmirasisoBaHa o CTaIli-
OHapy AMTMHA 2,5 MiC BijJj ApYToi BariTHOCTI 3 03HaKaMu
rOCTpOI IEYiHKOBOI HEJOCTATHOCTI, rellaTOPeHaIbHUM
CUHJIPOMOM, KOATyJ/IONATi€l0, KpOBOTE€YaMI i Tomepria
Ha 1pyry 00y. Cepen YOTMPbOX MalieHTiB Oy10 ABi Ai-
BUVHKH i JBA XJIOMTYUKIL.

VYci nanjienTH rocuiTanizoBaHi 3 pisHUMU AiarHO3a-
mu: «IlepBUHHMI GiniapHMIt UPO3», «X0MeCTATUIHMI
rernaTUT HeBU3HAYEHOI eTionorii», « CMHApOM AJaXu-
s (2)», «ATpesis )KOBUHUX IIIAXIB», « BpomkeHuit u-
po3 nedinku», «IlediHkoBa HEJOCTATHICTh HEBiZOMOI
etioorii». Bik manieHTiB Ha MOMeHT rocmiranisanii 6yB
TAaKMUM: [IBi MiBUMHKMU — 4 i 6 MiC, OTVH XJIOMYNK — 8 Mic,
OJIVH XJIOIYMK — 1 pik 2 Micani.

Hiaruos IICBX (XB, Cb) BepudikyBany 3aBisaKu re-
HETUYHUM OOCTIIKeHHAM. Y BCiX JiTell BUSBUIIN BU-
pakeHy KOBTSHUIIA 3 HEOHATaIbHOTO IiepioAy, rimoxo-
N0 Kany i fiapero — 3 OJHOMICAYHOIO BIKY, TEMHY
cedy — micna 1,5-MicsI9HOTO BiKYy, CBepODK IIKipy B fi-
Tel Mic/IA 6-MiCAYHOrO BiKY i3 BUpaKeHUMH IOAPAIN-
HaMU Ha Tifi.

Y Bcix miTeit BifjsHa4M/IM reMOparidyHuil CMHAPOM
Pi3HOrO CTYIEeHA BUPAXKEHOCTI: BiJf KPOBOTOYMBOCTI
IIYNIKOBOI paHKM B HEOHATa/IbHOMY Ilepiofii 0 meTexiit
y Billi 4,6 Mic, HOCOBMX KPOBOTEY.

Kniniuni eunaoxu

Xnom4uk, BikoM 6 Mic, CKepOBaHMI y K/IiHiKYy 3 IIi-
IO3pOt0 Ha TepBUHHUIT OiTiapHUiI 1{MpPO3, 110 BiTIOBI-
[/aJI0 TiCTONOrIYHIN KapTHHi, ajIe He 30BCiM BKIaZan0cA
B KJIiHIYHMIT ITepe6ir 3aXBOPIOBaHHS, a TAKOX i3 Bupa-
JKEHO OXKMPEHUM BUIIOPO>KHEHHM i HiYHUM cBepbe-
xeM. 3i cmiB MaTepi, Bifi HApOIKeHH:A Oy/1a CXM/IbHICTD
10 KPOBOTOYMBOCTI, He ITIOACHEHA YKOJHMMI FeMaTOoJIO0-
TiYHVMMM 3aXBOPIOBAHHAMIU. 3 aHAMHe3y, y ciM’1 6aTbka
3arMHY/Ia JUTYHA 3 HOAiOHMMY CUMITOMaMM B PAHHbO-
My Bilji. ¥ mpoueci g epeHIiitHoI AiarHoCTUKY 3aiifi-

o3pwm Xb, nifATBepIKeHMiT aHa 1i30M, IPOTATOM 6 Mic
KOHCEPBaTMBHOI Tepalil He BAANOC MOMINIINTY CTaH
nanieHTa, i autuHy ckepysamu Ha TII. Y nporneci 06-
CTeXXeHH CiM’i MOX/IMBUM OTHOTPYIIHIM JOHOPOM BH-
3Ha/M MaMy. Y 3B’A3Ky 3i 3HauHO migBumenum IMT
IoHOpa (MaTepi) AUTHHI IPOTATOM 6 MiC IIPOTOBXIIN
KOHCepBaTUBHY Tepalliio. X/IOI4MK OTPUMaB yci Heob-
XiJHi JOTpaHCIUIaHTaLilH] memneHHA. Y Bini 1 pik
8 mic itomy nposenu oproroniuny TII Bix poguHHOTO
moHopa (matepi), ycnitnuii nepiox micna TII, nmepe6y-
BA€ Ha CIIOCTEPEXXEHH] B TPAHCIIAaHTALITHOMY LIeHTpi
i Mae agexBaTHy K.

IIBi miBUMHKM TOCITiTani30BaHi 3 fiarHO30M «XO0JIec-
TATUYHUI FelaTUT 6e3 BU3HAYeHOI eTionorii» Hamepe-
nopui mangemii COVID-19. [licna nigTBepmxenus Xb
iM IIpOBENM MajliaTMBHE ONlePATUBHE JTiKyBaHHA MIJIA-
XOM BifIBeIeHHS KOBYi B )KOB4e30ipHMK, pikcoBaHMIL
IO NepefHboi yepeBHOI cTiHKu. [IInAx miKyBaHHA de-
pes IIXB maB 3Mory mali€eHTKaM MepeXXUTH Iepiof
JIOKAayHy 6e3 pO3BUTKY IIe4iHKOBOI HEJOCTATHOCTI i
OTpUMATH HeOOXifiHi LIerIeHHs, HabpaTu Macy Tina
mo 15 kr, migroryBaTu cimeitHux goHopis. Ilposenn
oproromiuny TII Bif Marepis. [liByara mepebyBaoTh
Y 3alOBiIBHOMY CTaHi IIiJ| CIIOCTEPE)XEHHAM TPaHC-
IIJTAHTOJIOTB.

Xnormenp BOX POKiB MOTpanuB Ha oryaf nepex TT1
i3 giarHo3oM «IlepBMHHMIT IMPO3 MTediHKM». B aHaMHe-
3i, y ciM’i MaTepi € mieminHuIA 3 migo3por Ha Xb. ITpo-
Bemeno TTI.

Ingexc Macu Tijla B BMTUHY HOPMaJli3yBaBCs Mic/A
TII (mo nikyBanus - 11,8-13,2 kr/m?, micns [IXB -
12,1-15,6 kr/m?, micnsa TII - 16,2-18,2 kr/m?, ipu HOP-
Mi - 14-17 xr/m?) (Tabmn. 2).

HepBoBo-ncuxiyamit po3BUTOK: Ha TPU eMiKpU3Hi
TEePMiHU 3aTPUMKY PO3BUTKY Majii Bci geTBepo (100%)
miteit. ITicna ITIXB BiH mosinmmscs JO OFHOTO eiKpu3-
HOTO TepMiHy B Tpbox (75%) mitet, a micns TII Hopma-
nisyBaBcA y Beix (100%) miteit. 3atpumky HIIP II cTy-
IIeHs J10 TiKyBaHHsA Manu Bci yeTBepo girteit (100%),
micna IIXB noninmmscea HIIP i cras I crynens y Beix
miteit, a micna TII satpumku HIIP He cnocTepiranm
(Tabm. 2).

Koeodiuient possurky (QD): go nikyBaHHS —
82-94 Op, micna IIXB - 90-108 Op, micna TII -
116-124 O[I, mpu HopMi — 110-130 Og (Tabm. 2).

AxicTb XUTTA 32 AMHAMIKOIO cBepbexy mkipn: 1. Ka-
TeropiiiHa IKasa OLiHKY CBepOeXy LIKipy [0 TiKyBaH-
Hs BUsABMIa cBepODK y 100% pireit, mics ITXB - y gBox
(50%) pireit, micns TII - BigcyTHii. 2. 3a mKaaoo
BAIIIC: o nikyBaHHA TsDKKMit cBep6ix (10 6aris) Bifi-
3HA4YM/IM y Bcix pirtedt, micis IIXB - 3-6 6anis, micna
TII - 0 6aiB y Bcix miTeii (Tabi. 2).
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Ta6mmusa 2
JnHaMika OCHOBHUX [TOKa3HUKIB Malli€HTIB y Npolleci TiKyBaHHA
[AnHamika noKkasHuKiB HopmatusHi
MoKa3HUK - - -
A0 NiKyBaHHA nicna NXB nicha TN NOKa3HUKU
IMT, Kr/m? 11,8-13,2 12,1-15,6 16,2-18,2 14-17
3atpumKa HIP, % aiteit/ 100/ 4 75/1 0/0 0/0
enikpu3Hi TepmiHu
&P Pi3KO ANCTapMOHIHWUIA | ANCTaPMOHINHWIA rapMoHiHNI rapMoHiHUI
QD, Op, 82-94 90-108 116-124 110-130
AX: cBepbixk, % aiten 100 50% 0 0
AX: BALLC, 6ann 10 3-6 0 0
AX: TpMBOXKHICTb, 6ann 32-36 17-19 5-7 <17
Mpsamwuia 6inipy6iH, Oa/n 132-144 40-51 3,5-3,8 <3,42
ANT, Oa/n 144-184 60—-86 32-37 32-40
ACT, Og/n 108-174 62—-80 35-42 32-40
Nd, 0a/n 342-424 142-168 84-115 26-117
dibpuHoreH, r/n 0,7-1,2 1,9-2,2 3,1-3,9 2-4
Tpomboumntu, x10*2/n 42-80 104-112 115-132 125-150

[IIkana TpuBoxkHOCTi [aminbroHa (MopndikoBaHa):
Iio MiKyBaHHA — 32-36 6anis, micia I1XB - 17-19 6anis,
nicna TII - 5-7 6anis, npu HopMi — MeH1Ie 17 6aniB
(Tabm. 2).

bioxiMidHi Mapkepy TaKo>X 3SMiHMINMCA Ha T/ JIiKY-
BaHHA. [Ipamuit 6inipy6iH: mo mikyBaHHS -
132-144 Ogp/n, micnsa [IXB - 40-51 On/n, nicia TIT -
3,5-3,8 On/n, mpu HOopMi — <3,42 On/n (Tabm. 2).

PiBenb anmaninaminorpancdepasu (AJIT): go niky-
BaHHA — 144-184 Op/n, micna ITXB - 60-86 O/, micnsa
TII - 32-37 On/n, npu HopMi — 32-40 Op/n (Tabmn. 2).

PiBen»p acmapraraminorpancdepasn (ACT): go miky-
BaHHA - 108-174 Op/n, micna ITXB - 62-80 Oxn/m, micng
TII - 35-42 On/n, npu Hopmi — 32-40 Op/n (Tabmn. 2).

PiBenp ramma-rmoTaMinTpancnentusasu 6yB Hop-
MaTbHUM ab0 He3HAYHO 3MIHUBCA y BCiX AiTeit Ko
i B mporeci mikyBaHH: (Tab1. 2).

PiBenp ny>xnoi ¢ocdarasu (JID): no nikyBaHHs —
342-424 Op/n, micns [IXB - 142-168 Oxn/n, micna TIT -
84-115 On/n, mpu HOopMi — 26-117 Opn/n (Tabn. 2).

PiBeHb ibprHOreHy 6yB 3HIDKEHUM [0 JIIKYBaHHA i
cta”HoBus 0,7-1,2 r/n, micns IIXB - 1,9-2,2 r/n, micina
TII - 3,1-3,9 r/n, npu HOpMi — 2-4 1/71 (TabmI. 2).

TpombouyTOneHis 3MiHIOBa/IACs B IIPOLeCi TKyBaH-
HA TakK: [0 JNiKyBaHHA — 42-80x10'%/11, micna IIXB -
104-112x10"/m, micns TII - 115-132% 10"/, ipu HOp-
Mmi - 125-150%x10*%/11 (Tabm. 2).

TicTonoriuni ocmimKeHHs 6IONTATIB IEYiHKY He JaBajn
TOIIYHOTO JiaTHO3Y YPaKEeHH, BIABIIN SIBUILA XOTIECTA3Y
i pibposy I-II ct. 3a pesynbraramu Y31 Ha MOMEHT rocIi-
TasIi3alil JiarHOCTYBa/IM TelaTOMeraJIiio, aCLIAT, BAPMKO3HE
PpO3IIMpeHH: BOPiTHOI cenesinkoBoi Benn. ITics ITXB mi
3MIHM [ello HiBeIBaucs, a micis T11 - sHukn.

dibporacTpoyoieHOCKOIIiA BUABIIIA IO TIKYBaHHA
ITI0YATKOBI AABMINA BAPMKO3HO PO3IINPEHNX BEH CTPa-
BOXORY, sIKi 3HMK/ /yie micns TTI.

ITanmiaTuBHI onepallii 4acTKOBOTO BiJiBEEHHA )KOBY1
YCIIITHO BMKOPUCTOBYIOTbCSA B 6araTbox Mali€eHTiB i3
IICBX 112, axi He pearyloTb Ha MeIMKaMeHTO3HY Tepa-
miro i e He € Kauaugatamu Ha TI1. BinBenenns >koB4i
npu Xb faroTh 3Mory nmominmuty GyHKIii nedinky,
piCT, 3MEHIINTY ITpOrpecyBaHHA (ibpo3y i HOJOBKUTI
vqacosuii iHTepBan o TII y 6inbmocti manienTis i3
IICBX 1 Ta 2. fIx1110 Ha MOMEHT OIlepallii B IIallieHTiB He
PO3BUHYBCS LIMPO3, pe3y/IbTATH 1ile Oi/IbII 3a/{0Bi/IbHI,
TOMY BiJJBe[leHH:A YKOBYi C/IiJ| IPOIIOHYBAaTH 3aBYacHO,
0 po3BUTKY 1mpo3y. IIXB nepenbdadae BUKOpUCTaHHSA
70 10 cM KaHay Mi>K JHOM >KOBYHOTO MiXypa i HIKiporo
JKMBOTA, Jle CTBOPIOETDCA MOCTiliHA cTOMa. BifBeneHHA
JKOBYI IlepepUBAE KNIIKOBO-IIEYiHKOBY LIMPKYIALILI0
JKOBYHMX COJIEN, 3MEHIIYE II0aIblle 3BOPOTHE 3aX0-
IIJIEHHA Ta 3MEHIIYE Ty )KOBYHMX COofeil. XOMenycToC-
TOMisl MOXKe 3HaTUCS IPAKTUYHOIO, ajie MiATpUMyBaTH
TNOCTaTHHO BOJJOHEIIPOHMKHY CTOMY CK/IAJIHO, i 11 Me-
TOAMKA Ma€ BUCOKMIT pu3uK XonaHriry. [IXB mmpoxko
BUKOPVICTOBYETbCA K XipypriuHe BTpy4YaHHs IEPLIO]
niuii B manienris i3 [ICBX 1 ta 2 [6,7,17].

3a faHMMU FOCIifKeHb, Y 61/IbIIOCT] IMAlli€HTIB
3MEHIIMBCSA CBepOiX, momimmuancs 6ioximivni Ta
($YHKIiOHaIbHI TeCTY IeYiHKM, piBeHb MiMifiiB y cupo-
BaTIi KpoBi Ta picT. Ha cborofiHi € gocmizpKeHHs, 1o
MiATBEPI KYIOTh NO3UTUBHI IiCTONOriYHi 3MiHM 3a
3—4 Mic mic/A OnepaTMBHOrO JIIKYBaHHA — 3MEHIIEHHA
xonecTasy i ¢pibposy, IIXB moxxe BifkmacT HeoOXifi-
HicTp TII Ha TpUBanMit TepMiH, ane Ipu Mi3HIX cTafiAX
3aXBOPIOBAHHS MO)Ke Oy TV HeBJIa/IVIM i IIPUIBUIIVTI
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Clinical case

HeoOxignicTs TTI. HaitqacTimmm yckagHeHHAM 3a Ta-
KOTO BTPYYaHHS € IIPOJIAIIC CTOMM, HeOOXiHICTH i pe-
Bi3il, micngonepaniiHMUil XOMAHTIT i gerigparanis
[6,7,17,19].

ABTOpPH, AKi IpalLloBaIM XipypriyHo 3 MallieHTaMu i3
XB, NOroXyI0ThCA, 1110 HE3aJIEXKHO Bifl o6paHo'1' TexXHi-
KM BHYTPIIIHBOTO JJPEHYBaHHA Ta IiC/IA0NepaLliiHNX
byHKIIiIT Teyinky, cBepOiX 3HAYHO perpecye y BCix ma-
1ieHTiB. PexTa/bHa KpOBOTEYa MOXKe OYTI HACTIAKOM
NOApasHEeHHS YKOBYHUMY KMUC/IOTaMy B Iepli 7o6u
nicns oneparii [6,10].

3a JaHMMM Pi3HUX JI)Kepesl, peUUAUB Mic/A TPaHC-
IIaHTalii cnocrepiraeTbesa y 8% manientis i3 IICBX
2 4epes3 yTBOPEHHS ayTOAHTUTII. LIyM manienTam npu-
3HAYalOTh Pi3HOMaHITHY iIMyHOCYIIPECUBHY TepaIlilo,
mwasmadepes abo imyHoacop6b1io abo puTyKcumMab
[17,19].

Y pesaxux nentpax TII pekoMeHAYIOTH AK IepIINii
TepaneBTUYHMII BapiaHT Ay giteit i3 [ICBX, HaBiTb 6e3
TSDKKOTO Pibpo3y abo muposy. Ane, He3Ba)kalouu Ha
3pOCTAHHA NMOKa3HMKA YCIILIHOCTI, TTII Bce 111e Hece
3HAYHMII pU3YMK 3aXBOPIOBAHOCTI Ta CMEPTHOCTI, OKPIiM
YCKIIaJJHEHb, TAKMX AK BiTOPTHEHHA TPAHCIUIAHTATa,
CTeaTo3 TpaHCIJIaHTaTa Ta peLNAUB 3aXBOPIOBAHHA, i
Bce IIle icHye moTpeba B OBiuHiN iMyHOCympecii
(10,17,19].

BucnoBkn

HudepeHuiitHmit iarHO3 TSXKKOTO CIIAIKOBOTO Pif-
kicHoro 3axBoproBanHs [ICBX (Cb i XB) moxxnuBuii i3
3aCTOCYBAaHHAM F€HETUIHMX METOMIB JOCTI/IKEHHA AK
MapKepa [JbOT0 3aXBOPIOBAHHA Cepe]) YCiX X0/mecTaTny-
HIX 3aXBOPIOBaHb y JIiT€il pAHHbBOTO BIKY.

KriniyHi 03HaKM I1bOTO 3aXBOPIOBAHHS 3 ABJIAIOTHCS
B HEOHATa/IbHOMY IIEPiOfi i MPOrpecyrTh y MEPILi Mi-
CAIIi XKUTTSL.

PaHH:A cydacHa IiarHOCTHKA 1 BiZiBEeIeHHA >KOBYI 3a-
no6iraroTh ne4iHkoBMM 3MiHaM i cMepTi. ITXB Bukony-
I0Tb Y pa3i LIBUAKOTO IpOTrpecyBaHH:A UpPO3Yy Ta 3a-
IpO3U II€YiHKOBOI HEJOCTATHOCTI K TUMYACOBUI 3axifl
o minmoi nifgrorosky nanienTa go TII i orpumannua
pe3y/IbTaTiB TeHeTMYHOTO aHaIi3y, IPOBeeHHs Heob-
XiZHUX IIeIUIEHDb Ta KOPEKLil CyNyTHiX BPOKEHUX i
Ha0yTNX 3axBoproBaHb, noninmenus OP, HIIP, K,
6i0XiMiYHMX [TOKa3HUKIB, JaHux Y3]I.

TpancrmanTanisa nevinky — epeKTMBHMIT MeTOf, pa-
mukanpHoOro nikyBaHHA Xb, HopMmanisanii CP, HIIP,
SDK, 6ioximMiuHUX i cOHOTpadiTHMX TOKa3HUKIB.

IlepcniekTBY OJANIBIINX JOCITiIPKEHb: IIPOJOBXKEH-
Hs1 pO3pO0JIeHHs TePMiHiB, METO/iB, IIAXIB CBOEYAC-
HOTO KOHCEpPBATUBHOTO i Xipypri4HOro JiKyBaHHA XO-
7IeCTaTYHMX 3aXBOPIOBAHDb IIEYiHKM 3 YPaXyBaHHAM

MOXKJIMBOCTEN T€HETUYHOI TiarHOCTUKU, TOCITiI>KeHH
IXHbOIO BIIMBY Ha Pi3Hi IOKa3HMKM KOMIIIEKCHOTO
K/TiHiKO-/1a00paTOPHO-iHCTPYMEHTa/IbHOTO 00CTeXeH-
Hs JIiTell, MOXK/IMB1 iIMyHO/NIOTiYHi KOPEKIil.

Iopsxa 3a criBIpalo B KOMIUIEKCHI MyTbTU/VIC-
IUIUTiHAapHi koMaHfi konekTusaM Ilepiroro TMO M.
JIbBOBa B 0061 FeHepaIbHOTO ANPEKTOPA, JOKTOPA di-
nocodii Camuyka Ornera Onerosuya; 1Y «ICIT HA-
MHY» B 0c06i B.0. jupekTopa, A.Mef.H. AKomsiH [asHe
Py6eniBunu, renernunnm nmaboparopisam CIIA, TTonbmi,
benprii.

AsmopKa 3as6715€ NPo 8i0CyMHicCMb KOHPAIKMY iH-
mepecis.
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